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Cnmcok cokpameHui

AJIT — anaamHamMuHOTpaHC(hepasza

ACT — acnaparuHamuHOTpaHchepaza

AT®daza — anenozuHTpHudoOCchaTaza

bB — Gone3ns Bunbcona

I'TT — ramma-rnyramunTpancdepasa

MHO — mex1yHapoiHOE HOPMaJIM30BaHHOE OTHOLIEHHUE
OTII — oproronuyeckas TpaHCIUIaHTALUs IEYEHU
[T — npoTpoMOUHOBBIN HHIEKC

V31 — ynbTpa3ByKoBOE UCCIIEIOBAHUE

D — menounas ¢pocdaraza

MPT — marHuTHO-pe30HaHCHAsE TOMOTpadus
D0 — snektposuuedanorpadus

HC — uenTpanpHas HepBHas cucTemMa



TepMuHbI U onpeaeIeHUs

XegaTupywomass Tepanmusi (MeIbXelaTUpyIOIass Tepamusi)) —  CIOCO0  JICUeHUs,
3aKJIIOYAIOIIMICS BO BBEACHUU NPENapaToB, CBA3BIBAIOIIMX M BBIBOASIIMX W3 OpPraHU3Ma HOHBI

TSOKETBIX METAJUIOB (HAIpUMEP, MEJIH ).



1. Kparkasa iHdopManusg mo 3a00J1eBAHNI0 WJIH COCTOAHHUIO (rpynmne 3a00J1eBAHUN

WJIM COCTOSTHUI)

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

BoJe3ns Buiibcona (bB) (cunonuMel: 6one3Hb Buiibcona-KonoBanoBa, renaToaeHTHKYISIpHAS
JereHepanusi, remarouepeOpanbHas — JUCTpOpuUs) —  peaKoe  THKENOE  HacIeICTBEHHOE
MYJIbTHCUCTEMHOE 3a0oJieBaHue, MPOSIBISIOLIEECS IPEUMYILIECTBEHHO MI€YEHOYHBIMU,
HEBPOJOTUYECKUMU U IICUXUATPUYECKUMHU HAPYLICHUSIMU BCJICICTBUE YPE3MEPHOIO OTIIOKEHUS MEAU
B opraHax u TkKausx [1]. DTo 3abojeBaHME OTHOCHUTCS K YMCIIYy TPYAHO JUATHOCTUPYEMBIX B CBS3H C
JUIUTETILHBIM JIATEHTHBIM TEUYEHUEM M MOIMMOPPU3MOM KIMHUYECKOW cuMmnToMatuku. BB moxer
KIIMHUYECKH MaHU(PECTUPOBATh KaK B IETCKOM U MOJAPOCTKOBOM, TaK U B OoJiee cTapiieM Bozpacte. [1pu

OTCYTCTBHH MEJb-3JIMMUHUPYIOICH Tepanuu 3T0 3a00JIeBaHHE SBIISCTCS (haTaITBHBIM.

1.2 DTHOJI0rNs U NATOreHe3 32001eBAHNA WJIH COCTOSAHUS (rpynnbl 32001€BAHUN HJIH

COCTOSTHM )

bB Pa3BUBACTCA IIPU HAJIWYUHA Yy UYCJIOBCKA IIATOICHHBIX BAPUAHTOB B KOMIIAYH/-

reTepO3UrOTHOM (Yallle) UM TOMO3UTOTHOM (peke) COCTOSSHUM B reHe A TP7B, KOTOpbIi pacnoaraeTcs
Ha jauuHHOM Twiede 13 xpomocomsl (13q14.3-021.1) u coctouT u3 21 3x30Ha U 20 UHTPOHOB (0OIIAs
TeHOMHasl JJIMHA TeHa CocTaBiseT 0KoiIo 80 ThICAY Map OCHOBAHUM).

I'en ATP7B xonupyer o JHOMMEHHBIM Meb-TpaHCHIOPTUPYIOIUK Oenok u3 rpynmnsl ATda3 P-
TUIa, KOTOPBIM pacnonaraercs B TpaHc-I'onbku anmapare. Juchynkuuu Oenka ATP7B Bcnencrsue
myTtauuu B reHe ATP7B compoBoxaaroTcst HapyIIeHHUEeM BBIBEIEHUS MEJIU C KEIYbl0 U HAKOIUIEHHEM
e€ cHayaja B II€YEHH, a 3aTeM B JPYTUX TKAHIX, OCOOEHHO B IIEHTPAJIbHON HEPBHOW CHCTEME, TOYKaxX
win porosuue. CrneacrsueM auchyHkium Oenka-nepeHocunka ATP7B Takxke siBiseTcss HapylleHUe
nepeHoca MeJIu U3 apo- B XOJIOLEPYJIOIUIa3MUH (OCHOBHOM HLMPKYIMPYIOIIUH MEPEeHOCUUK MEIU B
OpraHM3Me YeJIOBeKa), YTO MPUBOJIUT K HECTAOMIBHOCTH O€NIKa M CHUKEHHIO TOCTYMHOCTH MEIU IS
KJICTOYHBIX METa00IMUeCKuX mporeccoB [153, 154]

Haubonee Bwicokass skcrpeccusi reHa ATP7B nabmionaercs B meueHH, OJHAKO OH TaKkke
9KCIIPECCUPYETCA B MTOYKAX, TUIALIEHTE, MOJIOYHBIX JKEJIE3aX, TOJIOBHOM MO3Ire U JIETKUX.

Tun nacnenoBanusi bB ayrocomHo-peneccuBHbiil. K Hacrosimemy BpemeHu B reHe ATP7B
orucano 6omee 700 matoreHHbIX BapuaHTOB [88], OoibIIas 4acTh W3 KOTOPBIX SIBIIAIOTCS MHCCEHC,
OJTHAKO HOHCEHC, MHCEPIMH/ICICIUN U MYyTallid CalTOB CIUIAMCHMHTa Tarkke Bcrpedarorcs [13, 14]
Haubonee pacnpocTpaHEHHBIM NMAaTOTEHHBIM BapHaHTOM B reHe ATP7B cpenu eBpONEOHIHOW pachl
apistercst H1069Q. Oxono 50-80% mnanuentoB ¢ bB, nmpoxkuBatromux B cTpaHax lleHTpasibHOM,

Bocrounoii u CeBepHoii EBpoOIIbI SIBJISIFOTCS HOCUTENAMH, IO KpallHEW Mepe, OJHOTO ajljiessl ¢ TaKUM
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BapuaHToM. [lo maHHBIM psAja ucciaepoBaTeneil, B Poccum cpeay nanMeHTOB C MOATBEPKAEHHBIM
nuarozoM bB nons 6onbabIX ¢ BapuantoM H1069Q B rerepo3urornom coctosHuu cocrasisieT 50%, a
JI0JIS TTAIIEHTOB C 9THM BapHaHTOM B TOMO3UTOTHOM coctostHuu — 26,3% [17]. B Hacrosiee Bpems
YETKUX KOPPESIUN MKy MaTOreHHbIMU BapuaHTaMu U (peHotunamu bB HensBecTHO.

Menp sBiIsIETCS BaXKHBIM MUKPOJIEMEHTOM M KO(AaKTOPOM HECKOJIBKUX (PEPMEHTOB, IO CBOEMY
o0uieMy COJEpX aHUI B TEJIE YEJIOBEKa 3aHMMAET TPEThE MECTO CpPEIu IEPEXOAHBIX METAILIOB,
HE3aMEHUMBIX JiJIs opranu3Ma. OHa peryinmpyeT KJIETOYHbIE IPOLIECCHI, a TAKXKE SBIISETCS PETYIISITOPOM
KJIETOYHBIX CHTHAJIBHBIX IIyT€H, y4acTBYeT BO MHOTMX (DPU3MOJIOTUYECKUX IPOLECCax, BKIOYAs
SHEpreTM4eckuii oOMEH, AaHTUOKCHJIAHTHYIO 3allMTy M OOMeH 3kene3a. Meabcoaepkaiiye
METaJUIOTHOHHMHBI BKIIIOYAIOT cynepokcuaaucmyTasy Cu/Zn, TUTOXpOMOKCH a3y, OeTa-THAPOKCHIa3y
JOTIAMUH U JIM3UIIOKCHU/1a3y, IOCIIEIHSISI UTPAET BAXKHYIO POJIb B CIIMBAHUHU KOJUIareHa BO BHEKIETOYHOM
MaTPUKCE M COCAMHHUTENBbHOM TKanu [155, 156].

dusnonoruyeckas MoTpeOHOCTb B MEIU JJIs B3pocibix cocTasisgeT oT 0,9 no 1,7 mr/cytku, ans
JieTeil B 3aBUCUMOCTH OT Bo3pacTHoi rpymisl — ot 0,5 mo 1,0 mr/cyt [18, 155]. Bepxuuii 1omycTiMBbIii
YPOBEHb IMOTPEOJICHUS COCTABIAECT 5 MI/CyT. B OpraHm3M Meap MOCTyIaeT B OCHOBHOM C IHILEH.
[TocTynaromiee B OpraHu3M KOJIMYECTBO MEIU MPEBBILIIAET KOJINYECTBO, HEOOXOAUMOE OpraHu3My, OHa
0OBIYHO BBIBOJUTCS C XKETUbl0 JJIS MOJJepKaHus roMeocTa3a Meau. BecacblBaHHIO B MPOKCUMANIbHBIX
oTJeNnax TOHKOM Kumku mojsepraercs ot 20% (mpu motpebienun 6onee 5 mr/cyt) mo 50% (mpu
noTpedseHuu MeHee | MI/cyT) Meau, OCcTalbHOE IKCKpeTHpyeTcs ¢ (hekalbHbIMU MaccaMu. B kpoBu
BCOCABUIAsACAd MeE/b CBS3bIBAECTCS C AIbOYMUHOM M TPAHCKYNPEMHOM U TPAHCHOPTHUPYETCS uepes
HOpPTaJIbHYIO BeHY B meueHb [155].

Haubonee 6oratsl Meipl0 I€YE€Hb, MOJUIIOCKH, KpaObl, KPEBETKU, YCTPULIbI, JTIOOCTEPHI, COEBbIE
0005bI, IOKOJIa/1, OPEXHU, 3JTaKH.

CHuxenue GyHKIMU MeIb-TpaHcriopTupyomeit ATda3bl B pe3yabTaTe NaTOreHHbIX BAPHAHTOB
B reHe ATP7B B KOMIIAyHA-T€TEPO3UTOTHOM WJIA TOMO3UTOTHOM COCTOSIHUM IPUBOJUT K HAPYLLIECHUIO
renaToOMIMapHON SKCKpPEeMH MEIU M HapyUIeHHI0 e€ BCTpauBaHHUs B lLepynoruiasMuH. [lockonbky
nepuoj TMOJIY’KU3HHM arolepysoljla3MUHa 3HAYUTEIbHO KOpOYe TaKOBOTO Yy LepyJIOILUIa3MHUHAa,
HarpyxeHHoro menpto (5 1 npotus 5,5 cyt), npu bB, kak npaBuio, B KpOBH HAOIIOAETCS CHUKEHUE
coJlepiKaHusl IepyJiolula3MuHa. BMecte ¢ Tem mnpumepHO y TpeTH nanueHToB ¢ bB ypoBeHb
LEepYyJIOIUIa3MIUHA B KPOBU MOXET OBITh B Ipeenax HOpMaJbHbIX 3HaueHui. Heo6xoauMo OTMETHTD,
YTO UCIIOJIb30BAHUE METO/1a OTIPEIEICHHSI Me/Ib-3aBUCMON OKCHJa3HOM aKTUBHOCTH MO3BOJISIET TOUHEE
ONpPEACINTh COAEPKAHMS arnoLepysIolla3MUHa, B TO BpeMs KaK MMMYHOJIOTMYECKHE TECTBI MOTYT
3aBBIIIATH MOJIyYaeMble 3HAUEHHSI, T.K. HE CIIOCOOHBI U (HepeHIupoBaTh ano- 1 roJouepyaonia3MuH.

OcHoOBHBIM criefcTBUEM Jedunura Menb-Tpancnoptupyromieii ATda3sl sBiseTcss HAaKOIIJICHUE
MEIU B Pa3IMYHBIX OPraHax M TKaHSX: NEepPBOHAYAIBHO — B MEUYEHM, & IO MEpe MPOrpecCUpOBaHUs
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3a0o0yieBaHUsl M TpPHU OTCYTCTBHM JIEYEHHS, KOIJa CIIOCOOHOCTh NEYEHH AaKKyMYyJIUpOBaTh MeJlb
HCUEPIIBIBACTCS,, — B TOJOBHOM MO3T€, POTOBHIIE IJ1a3 U MOYKaX. ITO 00YCIOBIMBAET MOIUMOP(HU3M
KIMHUYECKUX mnosBieHnii bB. HakorieHne menm B NMapeHXMMATO3HBIX OpPraHax COIMNPOBOXKIAETCS
CHID)KEHHEM COJIepKaHus o01Ieil Melu B CHIBOPOTKE, T.K. B HOpMe 0K0s10 90% oO1ieit Meau cocTaBiisieT
Me/lb, CBA3aHHAas C UEPYIIOIIa3MUHOM.

Hecmotpst Ha BaXKHEUITYIO POJIb MU BO MHOTHUX (DU3MOJIOTHYECKUX TMpoIeccax, e€ U30bITOK
SIBJISIETCS TYOUTENBHBIM ISl opranu3Ma. [latorenusie 3 QexTsl N30BITKA MEIN B KIIETKE OMOCPEIOBAHBI
o0Opa3oBaHreM CBOOOAHBIX PAIUKATIOB C PA3BUTHEM IIEPEKUCHOTO OKUCIICHHUS JIMITUIOB, TOBPEXKACHUEM
0eNIKOB, HyKJIEMHOBBIX KHUCJIOT, MUTOXOHJPUN B COUETAHUU C UCTOIICHHUEM aHTUOKCUIAHTHBIX CUCTEM.
Meap MOXKET TaK)Ke HHTUOMPOBATh (DYHKIIMM MHOTHX OCIIKOB, HAIPSMYIO CBSI3BIBASICh C X THOJIOBBIMU
u amuHorpynmnamu. Kpome Toro, u30b6ITOK MEM aKTUBUPYET MPOAMONITOTHIECKHE MEeXaHU3MbL. Bcé 310
B KOHEYHOM CUETE€ NPHUBOJUT K Pa3PYLICHUIO MEPETPYKEHHBIX MEIbI0 KJIETOK, MPEUMYILECTBEHHO
renaronuToB. JIN3UC TaKUX renaTouTOB 00YCIOBIMBACT MOBBIIICHUE COJIEPKaHUs CBOOOTHON MEIH B
CBIBOPOTKE U, CJIEIOBATEIBHO, KOMIICHCATOPHOMY MOBBIIIEHUIO €€ CYTOYHOM 3KCKPEIUU C MOYOH U
HAKOIJICHUIO B Jpyrux opranax-muireHsx [19]. Tlomumo 3Toro, u30BITOK CBOOOAHON Meau B
CBIBOPOTKE MOYKET IPUBOUTH K TEMOJIMTHUSCKUM Kpu3am [4].

BuyTpukiierounas meperpyska MeAbl0 MHIYLMPYET BBIPAOOTKY aKTUBHBIX (OPM KHCIOPOJa,
YTO TPUBOJUT K OKUCIUTEIBHOMY CTPECCY, KOTOPBI COMPOBOXKAACTCS U3MEHEHUSIM NMPOHUILIAEMOCTH
MUTOXOHJIpHAIBHBIX MeMOpaH, nopexaeHuto JJHK u yBenuueHunto skcnpeccuu mpoanonToTHIECKUX

0enkoB, a 3aTeM HHAyIHpyeT arnonto3 [157, 158].

1.3 3HHI[€MI/IOJ'[OI‘HH 3200/1€eBAHNS UJIN COCTOSIHUSA (TPYIIbI 3200J1€BAHNH MJIH

COCTOSIHM )

bonesnr Bunbcona spnsercs penkum (opdaHHbIM) 3a00ie€BaHMEM, XOTS IOKa3aTelu

pacnpoCTpaHEHHOCTH BapbUPYIOT B 3aBUCUMOCTH OT UccieaoBanus. [1o JaHHBIM psia uCCIe0BaHUIM,
e€ pacmpocTpaH€HHOCTh cocTaBisieT okono 1 ciaydas Ha 7 000-10 000 HaceneHusi, B TO BpeMsi Kak
Y4acTOTa FeTePO3UTOTHOTO HOCUTEIhCTBA MMATOreHHBIX BapuanToB B ATP7B cocrasnser oxoino 1:40 [20,
21].

Haubonee wacto ykaspiBaercst pacrpoctpanéunocts 1:30,000 [21, 22, 23, 24, 140]. bonee
no3nuue uccinenoBanus u3 Kwuras [141] u ®pannun [142] cBumeTenbCTBYIOT O Oojiee HHU3KOU
pacnpoctpaneHHocTu 1: 56,000 u 1:66,000, coOTBETCTBEHHO.

[To nannbsIM aHanmuza ¢enepaabHOro peructpa opdanHbix 3adosneBanuii, B Poccun B 2014 u
2015 rr. 66110 3aperucTpupoBano Bcero 572 u 602 manuenta ¢ quarao3om bB, uto cocrasmio 0,39 u
0,41 wna 100000 wHaceneHuss cooTBeTCTBeHHO (M3 Hux gered 16,9%) [25]. Peanbnas

pacrpocTpaHEeHHOCTh 3a00JIeBaHUs IPEoIaraeTcsi 0oyiee BHICOKOH.
9



Xotst B rene ATP7B 0Ob110 0OHapykeHo, uto 6osiee 700 myranuii BbI3bIBalOT bB, muccenc-
mytanus H1069Q smisiercs Hambonee pacrpoctpaneHHon (50-80%) cpenu Hacenenust EBpombl u
Amepuku, B TO BpeMms kak wmyrtauuss R778L Oonee pacnpoctpanena (14-49%) B crpanax
JlanpHeBOCTOUHOM A3HH.

JlaHHBIX O KJIMHHYECKON pacmnpoctpaHeHHocTH bB Her, HO robanbHas reHeTHYecKast
pacrpoCcTpaHeHHOCTh olleHuBaeTcsi npuMmepHo B 1:7026. CoriacHO mporHo3aM, T€TepO3UTrOTHOCTh B
BennkoOpurtanuu coctaBut 2,5% OT 0011eii uncieHHOCTH HaceneHus. [1o onmyOIMKoBaHHBIM JTaHHBIM
6a3b1 JanHbIX Euro Wilson, ¢ 2005 o 2009 rox 6b110 3aperucTpupoBaHo 415 HOBBIX ciiydaeB, IpUYEM
IPHUMEPHO MOJIOBHHA U3 HUX ObL1d Mosoke 18 met [20].

3HAaYNTEIBHOE HECOOTBETCTBUE MEXIY KOJMYECTBOM KIMHUYECKH BBIABICHHBIX BB
MPEANOIaraéMoil TEHETHUYECKOW PAaCIpPOCTPAHCHHOCThIO MOXKET OBITh CBA3aHO C TE€HETHYECKOM
(EeHOTUIINYECKOM TeTePOreHHOCThI0 W/MIIM  HHU3KOM YacTOTOW JIMarHOCTUKH, OCOOEHHO B
neAaTpuueckod  BO3paCTHOM Tpymme, Korga y JeTeid HaOmogaloTcs eaBa  3aMeTHbhIe
HEHpOICUXUaTpUIECKHe NMPU3HAKU U CHUMIITOMBI, HO bB He yumTeiBaercs mpu auddepeHnrnaaIbpHoi
nuarHoctuke. B aTom 0030pe OynyT paccMOTpEHbI HOBBIE JOCTHKEHHS B AMATHOCTHKE U JieueHun bB u
OCHOBHOE BHHUMaHHE OYyJeT yAeIeHO HeHPOIICUXUAaTPUIECKIM MPU3HAKaM U CUMIITOMaM y neTeit ¢ bB.

B Poccun cpeau manueHTOB ¢ MOATBEPKIEHHBIM AuarHo3oM bB 1omst 00NbHBIX C BapuaHTOM
H1069Q B rerepozurorHom cocrostHuM coctaBisier 50%, a 105 MalKueHTOB C 3TUM BapHaHTOM B
TOMO3UTOTHOM cocTosiHIU — 26,3% [17].

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

COCTOsIHUH) 10 MeKIYHAPOJAHOM CTATHCTHYECKOH Kaaccudukanny 001e3Heil M npodaem,

cBsI3aHHBLIX 0 310poBLeM (MKEB-10)

E83.0 — Hapymenus oOMeHa Meau.

1.5 Knaccudukamus 32001eBaHU WM COCTOAHUSA (IPYyINbI 32001eBaAHMIT MJIM COCTOSTHHI)

Knuanueckast kaptuHa BB xapakrepu3syercst OONbIIAM MOTUMOPPH3MOM B OTHOIICHHH KaK
HEBPOJIOTUYECKHX, TaK U COMATHYECKUX MPOSBICHUIH. DTO HANUIO CBOE OTPAXKEHHE B PA3IUYHBIX
knaccupukanusax 3aboneBanus [26, 27]. B Hacrosimee BpeMs dyalie BCETO HCIOJIB3YETCs
knaccugukaiuss BB, B OCHOBE KOTOPOH JEKHUT KIMHHKO-TATOMOPQOJIOTHUecKuil mpuniun [28].
Boigenstor cienytomue gpopmsl bB.

o beccumnromuas ¢opma (oxomo 10% ciydaeB): KIMHHYECKUX TPOSBICHUNA HET, IUArHoO3

YCTaQHOBJICH JI0 IPOSIBJICHUSI CHMIITOMOB.

o AOnmomuHanmbHas (nmeu€HouHass) ¢opma (oxonmo 40% ciywaeB): paHHee — Hayalo,

MPEUMYIIIECTBEHHO C OCTPOM IMEYEHOYHOM HEIOCTAaTOYHOCTHM WJIM MPU3HAKOB XPOHHYECKOH
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NMey€HOYHOW HEAOCTATOYHOCTH; (yJbMHUHAHTHAS MEYEHOYHAs] HEIOCTATOYHOCTh, IHUPPO3
IICYCHU.

o llepeOpanbhas (meBposiormueckas) ¢opma (okonmo 40-50% cioyuyaeB): XapakKTepHBI
pa3HoOOpa3Hbie IKCTpANMPAMUIHbIC HAPYIICHHS (TPEMOpP KOHEUYHOCTEH M TOJIOBBI, TUCTOHHS,
MO3)KCUKOBash aTaKCHs, IAPKUHCOHU3M, HApyIICHHE IOYepKa, U3apTPHUs, MbIIICUHAs
PUTHIIHOCTb, XOpes, aTeT03), INCUXUYECKUE HapyLIeHUs (JIelpeccus, pa3IpakuTelbHOCTD,
PACTOPMOKCHHOCTDb IMTOBCACHU A, IICUXOTHUYCCKUC 3HI/I3OI[LI).

o CwmemanHas (bopMa: COUECTaHNEC HEBPOJIIOTHYCCKUX U MEeYEHOYHBIX HpOHBHeHHﬁ.

1.6 Kamnnueckasi KapTHHA 3200/1€eBaHMS] WM _COCTOSHHUA (Irpynnbl_3a00J€BAHMH WM

COCTOSIHMH)

Knunuueckas kaptuna bB xapakrtepusyercss MHOroobpazueM CHUMIITOMOB M MaHU(ECTUPYET B

BO3pacte oT 3 mo 74 ner (cpenuuii Bospact 13,2 roxa) [29, 30, 31]. Cumnromsl 3a001eBaHus PEAKO
MOSIBIISIFOTCST B Bo3pacte 110 3 jeT [2, 7]. CumnTomMbl B Bo3pacTe 10 3 JIET SBISIOTCS HEOOBIYHBIMH,
MOCKOJIBKY IS Pa3BUTHsI TOKCHKO3a MEAbI0 B OpraHu3Me TpeOyercs BpeMs. Y OOJBIIMHCTBA JACTeH
HaOmo1aeTcsl siBHOE 3a00JieBaHME TEYEHU, XOTA Y HUX YK€ MOTYT MPUCYTCTBOBATh CKPBITHIC
HEBPOJIOTUYECKHE TMPOSBICHUS. Y JeTeil uyaiie Bcero HaOMI0JaloTCs TEUEHOUYHBbIE MPOSBICHUS
3a00JI€BaHUs, XOTA Y HEKOTOpPhIX (4-6%) OHH MOTYT COIPOBOXKIATHCS HE3HAYUTEIbHBIMU
HEBPOJIOTUYCCKIUMH CUMIITOMaMH. Y MAIMEHTOB CTAPIIEro Bo3pacTa (IMOJAPOCTKOB M B3POCIBIX) YacTO
HaAOII0IAI0TCSL HEPBHO-TICUXUYECKHUE MPOSIBICHUS C TOpaKEHUEM MeueHu uiu 0e3 Hero. M nquarno3 bB,
Jake MPH OTCYTCTBUU 3a00JIEBaHUI TIEUeHH, HE CIIeyeT YIyCKaTh U3 BHUIY.

PazBépuyTas knmHHMUYeckas kapTuHa BB 00yciioBieHa W30BITOYHBIM HAKOIUIGHHEM MEIU B
Pa3IUYHBIX OpraHax M TKaHSIX W MPEUMYIIECTBEHHO MPOSIBISICTCS CUMIITOMAMH TTOPAKEHUS TTCUCHH,
IICHTPaIbHOW HEPBHOM CHCTEMBI, TJ1a3, PEKe MOUYeK, KOCTEH, cep/lia, )ené3 BHyTpeHHel cekpenuu [31,
154, 155, 159, 160].

Hesponozuueckana cumnmomamuka bB manudectupyer mozxe, 4eM MOpakeHHE TICUCHH, B
OOJIBIIIMHCTBE CITYyYacB Ha BTOPOM—TPEThEM JECATHIICTHH )KH3HHU, HO MOKET MPOSBIIATHCSA U B JICTCKOM
Bo3pacte g0 10 mer [32, 33]. Hesponoruueckue mposiBicHUs bB, npeuMyIinecTBeHHO
JKCTpanupaMUuIHbIe, MOTYT Pa3BUBATHCS HE3AMETHO UM CTPEMHUTENBHO, U TSHKECTh CUMIITOMOB YacTO
KoJIeOJIeTCs, WHOT/Ia B TEYCHHWE OJIHOTO W TOTO JKe JHsA. HecMoTps Ha TO, 9TO HEBPOJIOTHYCCKHE
HApPYIICHUS Yalle BCTPEUYAIOTCS Y B3POCIBIX, OHM OBLTH OITMCAHBI M B PAHHEM JIETCKOM BO3PAacTe H MOT'YT
Tak)Ke pa3BUThCA y ManueHTOB ¢ bB ¢ 3a00ieBaHUsIMU MTEYSHH, KOTOPhIE HE MPUACPKUBAIOTCS TUETHI
[161].

Haubonee yacto knnHHMYecKas KapTHHA BKJIIOYaeT B cebs nuctonuto (mo 69%), arakcuio (10
30%), mocTypaabHO-KMHETUIESCKUN M MHTCHIUOHHBIH Tpemop (mo 90%), mapkuHcoHH3M (10 62%),
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COTIPOBOXKAAIOIIMECS Ha Oojiee MO3HUX CTAIUAX CIIOHOTEUEHHEM, AU3ApTpPHEH U Aucharuei; pexe
HaOmonarorcst xopes (16%), arero3 (14%), osmunencus (6%) wu ngp. [3, 32, 89]. [pyrue
pacnpocCTpaHEHHbIE HEBPOJIIOTMUECKUE MTPOSBIICHUS BKIIOYAIOT OpaJIKMHE3UI0, TPUMAacHUYaHNE JIULIa,
JTUCTOHUIO, TPEMOP, PUTUAHOCTD, MPEAHAMEPEHHBIA TPEMOp, HEAepKaHUE MOUH, TUnieppedIeKcuio u
KOTHUTHBHBIC HapyireHus [160].

Huctonus npu bB Moxer 3aTparuBaTh paszHbie 9actu Tena. [1o mepe nporpeccupoBanus 00JIe3HU
B Cily4ae OTCYTCTBHS JIedeHHs (OKallbHast WIIM cerMeHTapHas (opMa JUCTOHMU MOXKET MEPEXOIUTh B
renepanu3oBannyio [89]. Iapkunconusm npu BB xapaktepusyercs OpaauKkuHe3uei, pUrnHOCThIO U
MOCTYpPaJbHOW HEYCTOMYHUBOCTBIO, IPU ATOM 3TU SIBJICHHS HEPEAKO UMEIOT CUMMETPUYHBIN XapakTep
[90]. Tpemop siBisIeTCSI OTHUM M3 YACThIX HEBPOJIOTHYECKHX mposiBiicHuit bB. Tpemop mMoxer ObITh
[OCTYpajJbHbIM, MHTCHLUUOHHBIM, OTMEUYAThCS B IOKOE WJIM HMETh BCE IEPEUMCIICHHBIC YCIOBUS
BO3HUKHOBeHUS (Tpemop Xonmca) [32]. Mo3sskeukoBast atakcust Habmoaercst moutu y 30% marueHToB
¢ BB [91]. qusaptpus sBiseTcs Hanboiee 4aCThIM HEBPOJIOTHYECKUM cUMITOMOM BB. OCHOBBIBasCH
Ha [Ipeo0Iiajatoiei XxapakTepUCTUKE HApYILIEHUS PEUr, MO>KHO BBIIECIUTH HECKOJIBKO TUIIOB IU3APTPUU
npu BB, BKiIIOYas TMIIOKMHETHYECKYIO, NICEBAOOYIBOAPHYIO (CHACTUYECKYIO), TUIEPKUHETHUECKYIO
(IMCTOHUYECKYIO), aTaKTHUECKYIO M cMernanuyio [34]. [ucdarus, onpenensemas Kak 3aTpyJAHCHHUE B
moboii ¢aze rmoraHus, BcTpedaercsa npumepHo y 18% mamuentoB ¢ B/l u y 50% manueHntoB c
HeBposiornyeckumu cumntomamu [34, 90]. Moxker ObITh 3aTpoHyTa Jrobast (haza akta IJIOTAHWS,
BKJItOYasi MepopaibHbId MPUEM, NMPUTOTOBIICHUE/KEBAHUE, IEPOPATBHBIM TPAaH3UT U CaMO IJIOTaHHE.
Jucdarust MokeT BOZHUKHYTh U3-3a HApyLICHHsI MBILIEYHOT'O TOHYCa (Harnpumep, npu opodanuanisHOn
JTUCTOHMM), HApyIIEHUs KOOPJMHALMU aKTa TIJOTaHUS, MEAJUTENBHOCTH W CIA0OCTH MBIIIII.
CrnroHOTeueHHEe OTHOCUTCS K Hanbosiee 3aMeTHBIM U YacThIM cumnToMaM bB u HaOmtogaercs npuMepHo
y 70% mamueHToOB C HEBPOJOTUYECKUMH MPOSBICHUSIMH 3a0oseBaHus. O4YeHb 4YacTO 3TO SIBIISETCS
cieacTBueM aucharuu U (MIM) HECHOCOOHOCTH YIEpXKHUBATh CIIOHY BO PTY H3-3a OpodanuagibHON
nuctonuu [34].

Y nereil paHHHME HEBPOJOTHYECKHME NPHU3HAKK OOJE3HM BBIPAKAIOTCS B TOBEACHYECKUX
HapyIICHUAX, OTCTaBaHUM B y4€Oe, mpobiieMax MpHU BBINOJIHEHUN 33aJaHui, TpeOyIOIMX COYeTaHHON
KOOPJMHAIMK PaOOTHI PYK U IJ1a3, yXYAIIEHUH MEJIKOH MOTOPHKH, U3MEHSETCS TIOYEpK.

Jlnarno3 HEUpPOICUXUATPUYECKUN NPOsABICHUNM IIpu bB cTaBUTCA Ha OCHOBAHMM KIMHUYECKOU
KapTUHBl W PE3yJIbTaTOB BH3yaJM3allMd TOJOBHOrO Mo3ra. B oTimume oT B3pocibiX ¢
HEBPOJIOTUYECKHUMH PacCTPOMCTBAMU OIOPHO-ABUTATEIbHOIO ammapara, MNPU3HAKA W CHUMIITOMBI
JIBUTATENILHBIX PacCTPOMCTB y JeTeill Oosiee MATKUE, MEHee 3aMEeTHbIE U, CIIeI0BAaTEIbHO, X TPYIHEe
oOHapyxuTh. Kpome TOro, nanueHThl/poauTea MOTYT He COOOIIAaTh 00 3TUX CUMIITOMAX, IIOCKOJIBbKY
OCHOBHOE BHHMaHHE yjemnsieTcss 3a0ojeBaHUI0 MedeHd. OCHOBHBIMU JABUTATEIbHBIMU CUMITOMAaMH,
ONMCAHHBIMH Yy JIeTeH, SABISAIOTCA TPEMOp, JIETKash aTaKCUsl U JU3apTpus co citroHoTedeHreM. OueHb
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peaxo HaOI0gaeTcs ObICTPO Mporpeccupyromas nuctonus. [lcuxudeckue paccTpoiicTBa MOTYT HE OBITh
paciieHeHbl Kak cuMnToMel bB. OHu yacTo BCTpeuaroTcsi y B3pOCIbIX, Y YETBEPTU U3 HUX CUMITOMBI
HPOSIBIISIFOTCS Cpa3y, U MOYTH BCE CHMIITOMBI Pa3BHUBAIOTCS B TeueHHe 3a0oseBanus [162, 163].

[Tpu npoBenennu MPT y MHOTHX, XOTS 1 HE y BCeX, manueHToB ¢ bB MoryT ObITh OOHApYKEHBI
AHOMAJIMHU TOJIOBHOTO Mo3ra. M3MeHeHuss MOryT HaOII0AaThCs O BBISIBICHUS HEBPOJIOTHUECKUX HIIN
IIEYEHOYHBIX IPOSBIEHUI 3a00iI€eBaHUSA, a HEKOTOpbIE U3 HUX MOTYT MU3MEHUThCA IOCIE JICUEHUS
xenaropamu meau [2, 40, 41, 42].

[Topaxenus ¢ BBICOKOH MHTEHCUBHOCTBIO CUTHAJIa B 0a3anbHbIX ranrausax Ha T1-uzo0paxeHusx
O0OBIYHO OTpaXkaroT MopaxkeHue mnedyeHu npu bB, To ecTb M3MeHeHUs, CBSI3aHHBIE C XPOHHUYECKUM
3a0osieBaHreM neuyeHu. llopakeHHs C BBICOKOW MHTEHCHUBHOCTBbIO CUTHaja Ha T2-M300pakeHusx
OTPaXKaIOT MOPAYKEHUE TOJIOBHOTO MO3ra Ipu bB. KOTOpBIe 00BIYHO BKIIIOYAIOT N3MEHEHHS B TITYOOKOM
CepoM BelllecTBe (CKOpiyIe, XBOCTATOM SApe U Tajamyce) u OeloM BEIIeCTBE I'OJIOBHOIO MO3ra U
MOCTa, a Takke aTpoduto (0 KoTopoil y nereit ¢ BB He coobmanocs) [2, 16, 43, 44, 45, 46].

MarauTHO-pe30HaHCHasl CHEKTPOCKOIUS MOXET BBISIBUTb 3HAYUTENIbHOE HAKOIUIEHUE MEIU B
BEIIECTBE T'OJIOBHOTO MO3Ia U SIBJISIETCS HEWHBAa3UBHBIM METO/IOM HccienoBaHus. OHA BBIABISAET
HapyIIeHUs MEeTaboIu3Ma B MO3Te JI0 TOTO, KaK CTPYKTypHbIE U3MEHEHHsI CTaHyT 3aMeTHbl Ha MPT, u
NPUMEHEHHE 3TOTO METOJa HCCIEJOBAHMs XOpOIIO omHucaHo y B3pocibix ¢ bB. MccnenoBanus B
neAuaTpuu MOATBEPAMIIM, YTO 3TOT METOJl BHU3yaJlM3allUM BBISABISIET pPAaHHUE HEBPOJIOTMYECKHE
U3MEHEeHUs axe npu o0brdHoit MPT 1 MoXeT npeocTaBUTh BaKHYIO HH(OPMALIKIO 1J11 MOHUTOPUHTA
nporpeccupoBanus 3a0oneBanus [47].

Ilcuxuampuueckue npoaénenusn. Hapsany ¢ noBeieHUECKMMH HapyIIEHUSIMU IICUXUATPUUYECKUE
IPOSIBJICHUS] BKJIIOYAIOT PACTOPMOKEHHOE MOBEACHUE, JENPECCUI0, TPEBOKHOCTb, NCUXOTHYECKHE
CUMIOTOMBI. Y JeTell CHUXAaeTcs YCIEBAaeMOCTb B WIKOJIE, MOSBISIETCS JIAOMJIBHOE HACTPOEHHE,
HEa/IeKBaTHOE, arpecCMBHOE MOBeACHHE. Y OONBIIMHCTBA MALMCHTOB C HEBPOJIOTHYECKOW U (W)
NcUXuaTpuuecko cumnromatukod BB pa3BuBaercs 1uppo3 NEYEHH, MIUTEIBHO MPOTEKAIOUIUN
6eccumnTomHO [4, 31, 34].

VY B3pOCHBIX NMCUXUYECKHE PACCTPOMCTBAa MOTYT NPOSBIATHCS HA paHHEH cTaauu, a Haubolee
pacrpoCTpaHEHHBIE CUMIITOMBI BKJIOUAIOT JIENIPECCHUIO, PE3KUE U3MEHEHUS JIMYHOCTH, arpECCUBHOCTD
U Pa3ApakUTEIbHOCTh. Y MOAPOCTKOB 3TH CUMIITOMBI YacTO IyTalOT C HOPMAJIbHBIM MOAPOCTKOBBIM
MOBE/IEHNEM WJIH 3710yNOTPeOIeHNEM IICUX0aKTUBHBIX BEIIECTB. Y JIeTel N3MEHEHUS MOT'YT OBITh OU€Hb
HE3HAYMTENIbHBIMU M MOJANAAATh MOJ JUAarHOCTUYECKOE OIpe/eNieHue «TpyaHocTel B oOyueHun». B
NeJUaTPUUECKOM MPaKTUKE OCBEIOMJIEHHOCTb O HEBPOJOTMYECKUX NpHU3HAKaxX M cumnroMmax bB
HEBEJIMKA, TOCKOJIbKY OOBIYHO CYMTAETCS, YTO 3TH CUMIITOMBI HE ITPOSBIISIOTCS 10 IOCTUKEHUS 3PEIOro
Bo3pacTa. OJIHAKO pAll KIMHUYECKUX CIIYYaeB CBHJCTEIBCTBYET O TOM, YTO >5% neTeil ¢ meYeHOUYHOM
dopmoit BB yxe umeroT HeBposoruueckue HapymeHus u uyto >15% mnanuentoB ¢ BB pa3BuBaior
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HEBPOJIOTUYECKHE CUMITOMBI WM MpH3HaKu B JeTckoMm Bo3pacte [33]. Ilockoiabky OOIBIIMHCTBO
METOJIOB JIEUEHUSI OCHOBAHO HAa HMBEJIMPOBAHMU MPOTrPECCUPOBAHMS NIEYEHOYHON HEIOCTATOYHOCTH,
MEHEE U3BECTHO, YTO HEWPOIICUXUATPUUECKUE CUMIITOMBI MOTYT Pa3BUBAThCS WM IIPOIPECCUPOBATH,
HECMOTPS Ha OTJIMYHYIO OMOXMMHUYECKYIO PeaKInio Ha iedyeHne. Kpome Toro, HeBposioruueckas ¢popma
bB moxeT npoTekaTh 6€3 BHBIX MPU3HAKOB MOPAXKEHUS NIEYEHH, U IOITOMY 00Illee YUCIIO MAllIeHTOB
JIETCKOT0 Bo3pacTta ¢ BB MoskeT ObITh BBIIIE, YEM MPEAOoIaraioch.

Cumnmomwt nopasxcenusn nevenu npu bB Becbma BapuaOenbHbl. Y A€Tel MOpaXKEHUE MEYEHU
pa3BUBAETCs paHbllle, YeM HeBposiornueckas cumnromaTuka. Kimnndeckuit n1e6ot bB mosxer ObITh B
BuJe (DyIbMUHAHTHOTO TenatuTa (Jaime y AeTed U MOJPOCTKOB), MPOSBISIOUIETOCs KOoaryjionaTuei,
sHreanonarreir, KymOc-HEraTMBHOW TE€MOJMTHYECKON aHeMHed, TEeUYEHOYHOH W IOYCUHOM
HEe0CTaTOYHOCThIO [3, 4, 31]. HOr1a KIIMHUYECKHUE CUMITTOMBI KpaifHe HAalIOMUHAIOT KapTHHY OCTPOTO
BHUPYCHOTO renaTuTa. DTOT BapuaHT 3a0oseBaHus 0e3 MPOBEICHUS TPAHCIUIAHTAI[UH T€YEHH IPUBOIUT
Kk npaktuuecku 100%-# neTaJbHOCTH, MOATOMY TaKHUX IMAlMEHTOB HEOOXOIUMO HEe3aMeIUTEIHHO
BKJIIOUYATh B JINCT OKUJAHUSI TPAHCIUIAHTAL[UY TT€YECHHU.

Knunuueckast kapTuHa XpOHUUYECKOTo renarura npu bB Mano ominnunMa oT nopa)xxeHus Ie4eHu
JIPYroro re’esa u 0e3 naToreHeTHYeCKOr Tepanuu TPUBOIUT K (POPMUPOBAHUIO LIUPPO3A, YTO AUKTYET
HE00X0UMOCTh UCKITI0YeHUs BB y Bcex maimeHToB Kak ¢ OCTPBIM, TaK M ¢ XPOHUYECKUM MOpPaKEHUEM
NMEeYEHOUYHON TMApEeHXUMbl C HaJIWYWeM Wi 0€3 MPU3HAKOB IUMPpo3a. XapaKTEpPHOU YepTOi
XpoHHYecKoro rematuta npu bB sBisercs yMmMepeHHOE NOBBINIEHHE OMOXMMHMUYECKHX MapKepoB
IIUTOJIN3a, XOJecTa3a M YpOBHSA OWIMpYOMHA C BBICOKUM YPOBHEM CTPYKTYPHBIX HW3MEHEHUH
NeuY€HOYHOM MapeHXUMbl MPHU MOP(OIOrHYECKOM HCCIIEOBAaHUM OuonTaToB nedeHu. bB moxer
KJIMHUYECKH MPOTEeKaThb IO TUIY ayTOMMMYHHOI'O TelaThTa C TOBBIIIEHUEM ChIBOPOTOYHBIX
MMMYHOTJIOOYJIMHOB U HECTIEUU(PUUECKUX ayTOAHTUTEI, B CBA3H C YEM Y MAIIMEHTOB C ayTOUMMYHHBIM
renaTUToOM MpH HeIPPEKTHBHOCTH KOPTUKOCTEPOUIHON TEPAIHH CICAyeT Takxke uckimodath bB [31].

3aboseBaHue NevYeHu Briepsble BeisABIsAeTCS Y 60% manueHToB ¢ BB Bo Bcex BO3pacTHBIX Ipymmnax.
OHO MOXeT MpOoTeKaTh COBEPIIEHHO OECCHUMIITOMHO M OBbITh OOHapyXEHHBIM CIy4yallHO WU
COMPOBOXKAATHCS ~ MPU3HAKAMU W CUMOTOMaMu  J1000H  ¢opMbl  3a00iieBaHUS  TE€YECHH.
[IporpeccupoBanue MOXeET ObITh MEUIEHHBIM WK O4YeHb ObICTpbIM. CkpuHUHT Ha BB nomxkeHn ObITh
4acThIO 00CIIeI0BaHMs TH0O0Tr0 pebeHKa ¢ MaToJoTHel MevyeH .

[Teuenounsie mposBieHuss npu bB BeckMa pasHOOOpa3HBI W MOTYT BapbHpPOBATH OT
0eccUMIITOMHBIX OMOXUMUYECKUX N3MEHEHUH, OCIIOKHEHUM XpOHMUECKUX 3a00JIeBaHM U cTeaTro3a 10
OCTpOTo renaTuTa, OCTpoi neueHouHo HegocrarouHoctu (OITH), XxpoHndeckoro renatura U Luppo3a
neuenu [3]. Ha panHelt ctaiuu y ManeHTOB MOXKET HE OBITh CHMOTOMOB, HO MOXXET OBITh CIIydaitHO
00Hapy»eHO MOBBIIIEHHOE COJIep)KaHNEe MeUEHOUHbIX ()EPMEHTOB UM aHOMaJIbHbIE pe3yapTaTsl Y3U
neuyeHu. [lo Mepe mporpeccupoBaHusi 3a00JieBaHUS Yy MAlMEHTOB MOTYT MPOSBIATHCS MPU3HAKU U
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CUMITOMBI XpOHHUYECKOTO 3a00JIeBaHuUs MEYEHH (HaIpUMep, FenaToCINIEHOMETaltsl) WK OCIOKHEHUS
Uppo3a MeyeHu (HaupuMep, acliUT U KPOBOTEUEHHE U3 BApUKO3HO pacUIMpeHHBIX BeH). Jluarno3 bB
BCErJa JOJDKEH YUUTBIBATHCS MpH AU depeHnnanbHoi AMarHocTHKe y 1I000ro pedeHKa Wil MOJIO0T0
B3pPOCJIOTO C AHOMAJIbHBIMU TI€YEHOYHBIMU TECTAMHU WJIM KIMHUYECKUMU MTPU3HAKAMH HEAJIKOTOJIbHOU
YKUPOBOM 00JIE3HU TIEYCHH WJIM ayTOUMMYHHOTO 3a00s1eBanus reuenu [2, 16, 21, 22].

OITH »sto Tsxenas popma BB, xapakrepu3yromascs KenTyXxou, TemaTuTOM, rernaToMeraiueii u
KoaryJonaTuei, ¢ samnedanonarueli uiu 6e3 Hee, y paHee 310pOBbIX JeTell. MccinenoBaTenbekas rpymnmna
10 M3YYEHUIO OCTPOH IeueHOYHOM HempocratouHocTH y aereit (Pediatric Acute Liver Failure - PALF)
npemnaraet onpeaenatb OITH, korma MHO >1,5 npu wanuuum sHuedamonatuu wm MHO >2.0
HE3aBUCHMO OT Hanmuuus sHuedanonarud [23]. Y HEKOTOpBIX JeTell B aHaMHE3e MOTYT OBITh
3a00sieBaHUsA, TOJOOHBIE TEMNaTUTy, KOTOPbIE COIMNPOBOXKAAIUCH PELUUAUBUPYIOIIEH KEITYXOM,
TeMOJMTHYECKON aHeMHUel WIIM MOBBIIIEHHBIM YpOBHEM TpaHcamuHa3 [4]. HekoTopble KIMHUIUCTBHI
paccMaTpUBAIOT 3TO MPOSBICHUE KaK MEPEX0 ] OCTPOM MeYSCHOYHON HETOCTATOYHOCTH B XPOHUYECKYIO,
IIOCKOJIBKY IPU THCTOJIOTMYECKOM MCCIEI0BAaHUU HEU3MEHHO OOHAapy)KMBAIOTCSl NMPHU3HAKU paHee
CYILECTBOBABIIET0 XPOHMUYECKOTO IMopaxkeHus: medeHu. OcTpas WM XpOHUYECKas I€UYEHOYHAas
HEJOCTAaTOYHOCTh OMNpEAENSeTCS Yy MAIleHTOB C OCTPBIM TeNaTUTOM, KOTOPBIA COMPOBOXKIAETCS
KENTYyX0# (0O CBIBOPOTOUHBIN OMIMpYOHH >5 Mr/mi win 85 MKMoJb/1) u koarynonarueid (MHO
>1,5), a TakkKe acuUTOM W/WIM TIeYeHOYHOM »HHIedamonaTueil B Teuenue 4 Henmens [24].
Ormuuurensabivu npusHakamu OITH npu BB (Bunbconosckast OITH) ot apyrux npuuuH ne4eHouHOM
HE/I0CTaTOYHOCTH SIBJISIOTCS OTHOCUTEIBHO HEOOJIBIIOE TOBBIIEHHE YPOBHS MEUEHOUHBIX ()ePMEHTOB
(ACT, AJIT), cootnomennem ACT/AJIT, yacTo mpeBbILIAIOIIMM 2, HOPMaJIbHBIM UM CYOHOPMaIbHBIM
ypoBHeM 1enounoi ¢ocdarassl (ILD), acconmanunpyercs ¢ Kymo6¢ oTpuiatenbHOM reMOIUTHIECKOM
aHEeMHEN U3-3a BBICOKOTO COJIEp’KaHusl CBOOOHOM MeNH, YTO MPUBOAUT K BHICOKOMY YPOBHIO OOIIEr0
OounmupyOuHa, ¢ otHomeHueM LD k obmemMy OunupyOoHHy, Kak IpaBuilo, MeHee 4, KoaryjaonaTHen, He
nojnaromieics nedeHno BuTaMuHoM K, sHiedanonatieil 1 mo4eyHol HeJOCTaTOUHOCTHIO [2, 4, 16,
20].

OO0mue npu3HAaKM W CHUMIITOMBI MOTYT BKJIIOYaTh OOJb B JKMBOTE, AHOPEKCHIO, CYIOPOTH,
KENTYXY, FeNaTOCINIEHOMETAJINIO, ACLUT, COCYUCTBIA PUCYHOK 110 THUITY F'OJIOBBI MEY3bI, COCYIUCTYIO
CETb I10 TUITY NAYTUHBI U KPOBOTEUEHHUE U3 BEPXHETO OTAEIA JKEIYJOUHO-KUIIIEUHOr 0 TpakTa. XKenryxa
MPOSIBIISIETCS CUJIbHEE, YeM IMPHU IPYTHX XPOHUYECKHX 3a00JI€BaHUSIX MEYEHH, U 3TO MOXKET ObITh
BTOPUYHBIM 10 OTHOILIEHHIO K COIYTCTBYIOIIEMY BHYTPUCOCYIMCTOMY T€MOJHM3y B JOMOJHEHHE K
JIEKOMITEHCALIUU (PYHKLIUH TTEYECHH.

[Topaxxenue nedyenu npu bB MoxkeT UMHUTHPOBATH HEATKOTOJIBHYIO )KUPOBYIO 0OJIE3HB TEUYCHH,

ayTOMMMYHHBIN TeNaTUT W/ WA OCTPHIA MH(EKITMOHHBIN renaTurT.
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['ucronornyuecku yacTo oOHapyKHUBaeTCa LHUPPO3 MedyeHU. VMHorna y mauueHTOB C MOJHOCTHIO
0ECCUMITOMHBIM TEUYECHHEM MOTYT OBITh OMOXMMHYECKHE WM TeHeTH4YecKue npusHaku bB, m 3T0
cuutaercs «vomdaniein» bB [20].

Oxkono 40% mnanueHToB AeTckoro Bo3pacta ¢ bB c¢ 3aboieBaHusIMH EYEHH UMEIOT KOJbIA
Kaiizepa-®ueiiiiepa.

Ilopasicenue opzana 3penusn. 11atTorHoOMOHHYHBIM cuMnToMOM bB sBistoresa xosbuna Kaiizepa-
Orneiimepa — OTIOKEHHE MEAU B JIECIIEMETOBON MeMOpaHe pOroBUIlbl. Y JieTeil ¢ 0ECCUMITOMHBIM U
JETKAM TMEeYEHOUYHBIM TeueHneM BB onu 00braHO He BH3yanusupytorcs [39]. Kombua Kaiizepa-
Oneiiiepa BBIABIAIOTCS y 95% DNANMEHTOB € HEBPOJIOTMYECKUMU CHUMIITOMAaMU U IMPUMEPHO Yy
HIOJIOBMHBI OOJIBHBIX 0€3 HeBpoJjorudeckux HapyuieHwui [3]. s UX JDOCTOBEPHOTO OINpECICHHUS
HEOOXO0MMO MTPOBOJIUTH OCMOTP MPH IMOMOIIIH IiesieBoi amisl [40, 92]. CienyeT ydecTs, 4TO KOJIblia
Kaiizepa-®neiimepa He Bcerna crneuuduunsl aisg bB, u moryt dopmupoBaThCcsi y MalEHTOB C
XPOHUYECKHUMHU XOJIECTATHUCCKUMHU 3a00JICBAHUAME WM MPH XOJiecTase HOBOpoxaEHHbIX [41,42]. K
JPYTUM BO3MOXHBIM O(PTaIbMOJIOTHYECKUM NposiBieHUsIM BB oTHOcUTCS nepeaHsis cyOkancyssipHast
KaTapakTa (Tak Ha3bIBacMasi «MeHasl KaTapaKTay 10 TUIY IOJICOIHYXa) — OHA TOXKE BBISBIISCTCS PU
OCMOTpE IIPU MOMOLIY HIEJIEBON JIAMIIbI.

Konpua Kaiizepa-®nelimepa cHavana pa3BUBAIOTCS CBEpPXY, 3aT€M CHHU3Y W, HAKOHEL, B
JaTepanbHON U MenuanbHOU o0aacTax poroBullbl. OHU BeTpevaroTcss mpuMepHo y 50% manueHToB ¢
MEYEHOYHBIMHU MPOSBICHUSIMH U MPUMEPHO Y 95% manueHToB ¢ HEBPOJOTUYECKUMHU MPOSIBICHUSIMU.
Onu 00paTHMBI ¥ HCYE3AIOT CO BpeMeHeM mpu jiedenuu bB [160].

I'emonumuueckan anemusn

KymOc-HeratuBHasi remosMTudeckass aHeMHsi y mnanueHToB ¢ bB Moxer mnporekarh Kak
€AMHUYHBIA OCTPBIA 3MM30] WM MUMETh XPOHUUYECKUH Xapakrep. B psne ciiyuaeB 3TO MOXET ObITh
€IMHCTBEHHBIM cUMNTOMOM Jebrota bB. IlanneHTsl, y KOTOpbIX B aHAMHE3€ OTMeyanach KelTyxa J0
ycTaHoBJIeHMs nuarHo3a bB, ckopee Bcero, nepeHecin paHee Hepaclo3HaHHbIM FEMOJIH3.

Bo Bpemst OepemeHHOCTH y manueHTok ¢ bB BO3M0OKHO pa3BUTHE OCTPOro rernaTtuTta U reMoiinza,
yT0 TpeOyeT auddepenunanbHoi quarnoctuku ¢ HELLP-cunapomom.

Ilopasicenua nouex, cycmageog, KOCMHO-MblLUIEUHOIL, CEPOEUHO-COCYOUCHOTL, PenpOOYKMUEHOIL
cucmem

[TomMuMO HEBPOJIOTMYECKON/IICUXUATPUUECKONH CHUMIOTOMATUKH K JPYTUM BHENEYEHOYHBIM
MPOSIBICHUSIM OTHOCSITCSL:

— Toiy00e OKpalIMBaHUE HOI'TEBBIX JTYHOK;
— TUNEPHUTMEHTALMS KOXXH HOT,
— aucyHKIHS TOYEHYHBIX KaHAJBIEB: YPUKO3YPHSs, TIFOKO3YpHsl, AMUHOAIM YU, TPOTCHHYPHSI,

MOYCYHBINA TYOYIISIpHBI anuao3 [35, 36];
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— (docdarypus, kanpuuitypus, HeppoauTHas;

—  IpPeXICBPEMEHHBIN 0CTEONOPO3, apTPOIIATHsI, XOHAPOKAIBIMHO3 [37];

— Kapauomuonatus, aputmun [38];

— JICHKOIIEHUS, TPOMOOIMTONICHUS (KaK BCIIEJCTBUE TUIIEPCIICHU3MA, TaK ¥ HA ()OHE Teparvm)
— IIaHKPEaTHUT, XKEITYHOKaMEHHasi OOJIC3Hb;

— MHOTATHS,

— THIIONApaTHPEO3;

— JMCMeHopesi, OeCIUIO e NI HeBbIHAIIMBaHUE OEPEMEHHOCTH;

— THUI'aHTHU3M.

Ocnosnvie nposisnenuss bB npusedenvt 6 [Ipunoscenuu A3.2

2. JluarHocTUKa 3a00/1eBaHUsl WIN COCTOSTHUS (TPyNNbI 3200J1eBAaHUA WU
COCTOSIHUI1), METUIMHCKHE NTOKA3AHUSA U IPOTHUBOINOKA3aHUS K MPUMEHEHHUIO
METOA0B JHATHOCTHKH

Kpumepusamu ycmanosnenus ouacnosza bB aensaiomces:

— CHUDICEHUe YPOBHS UEPYIONIAZMUHA, MeOU 8 CbIBOPOMKE KPOBU,

— Kymbc-necamusnasn cemonumuieckas anemus,

— nogvluleHUe COOepPIHCAHUsl MeOU 8 OUONMAMAax neyeHu,

— nogvlulenue IKCKpeyuu Meou ¢ MOYol,

— Hanuyue konvya Katizepa-Dnetiwepa,

— npusnaxu nopascenus LTHC u | unu usmenenus na MPT,

— @blABNeHHble namozenHvle eapuanmel 6 2ene ATP7B 6 2omo3ucomnom uiu KOMNAYHO-
2emepo3ucomHoOM COCIMOSAHUU.

Kpumepuu oyenusaromes no ouacnocmuueckou OYEHOYHOU wiKAle, OCHOBAHHOU HA 6Cex
OOCMYNHBIX Memooax 00c1e008anus, YmeepucoéHuol Ha 8-w MexcoyHapoonom cobparuu no 6one3xu
Bunscona 6 Jleiinyuee ¢ 2001 2. — maxk naswvieaemou «Jleunyuecxou wxaney [26] (em. [punosxcenue
I'l). Juacno3z cuumaemcs ycmanosieHHbIM npu Habope 4 u bonee 6anno0s.

Cxkpunune na BB Oonoicen nposooumuvcs y 63pocivix u demeti cmapute | 2ooa, umerowux
HeoOBbACHUMOE NOBbIULEHUE CLIBOPOMOUHBIX NEUEHOYUHBIX MPAHCAMUHA3 (AIAHUHAMUHOMPAHCHEPa3bl U
acnapmamamuHompancgepasul), NPoAGLeHUs. OCMPOU NeYEHOYHOU HeOOCMAMOYHOCIU, XPOHUUECKO20
eenamuma,  Yuppoza — NeYeHu,  HeBpOJIO2UHEeCKUX  UIU  NCUXONAMONOSUYECKUX — HAPYUIeHUl
HeycmaHognenHot smuonocuy, Kymbc-necamusnoti cemonumuyeckou aHemuu, OMALOUJEHHBLL

cemeninvil anamues no bB.
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Juacnocmuxa BB 6a3upyemcs Ha KOMOUHayuu KIUHUYECKUX CUMNIMOMOS8, OQAHHBIX
J1abopamoprozo 06¢c1ed06anst u MOJIEeKYIapHo-2enemuyecko2o mecmuposanus [3, 4, 31, 152].

Ipu nanuuuu xoney Kaiizepa-@netiwepa, cHudiceHusi KoHyenmpayuu yepyioniazmuna meree 10
Me/Ol U NOBBIUEHUST CYMOYHOU IKCKPeYUU Meou ¢ MO4ol ouasno3 bB ne vl3vieaem comueHuil.

Oouaxko 6 psade cnyuaes KIUHUYECKUE CUMNIMOMbL MO2YM OMCYMCmMEo8ams uiu Oblmb
HecneyuguuHbiMU, a 1a6opamopHvle OaHHble MO2Y HAXOOUMbCA 8 NPedendax HOPMAlbHLIX 3HAYeHUl,
ymo 3ampyoHsem CKpUHUHe08ylo ouazhocmuxy BB u mpebyem oanvueiwezo yenyoaéHHO2O
00cnedosanus NayueHmos ¢ NpogedeHuemM MONEKVIAPHO-CeHeMUYecK020 Mecmupo8anus OJis
8bIABNICHUSL NAMO2eHHbIX sapuanmos 6 cene ATP7B u, npu neobxooumocmu, nyHKYUOHHOU OUONCUU
newenu ¢ KoauuecmeeHnou oyenkou meou 8¢ buonmamax (I[punosicenue A3.3, Ipunosicenue A3.4) [4,
12].

2.1 ’Kajg00LI 1 aHAMHE3

Hayuenmor ¢ BB mocym npedvasnsims sHcanodbl HA CUMAIMOMbL NOPANCEHUS HCENYOOUHO-KUUEUHO2O
mpakma («2enamonocuieckue») U YeHmpaibHOU HepeHol cucmemvl. B ciyuae manugpecmayuu c
NOPAdICEHUsT NEYeHU HCAN0Obl NAYUCHMO8 MO2YM BKIIOYAMb PEOMY, 00wyo c1abocms, yeeludeHue
arcusoma (3a cuém acyuma), OMmeEYHOCMsb HO2, HCeIMYUHOCMb U 3y0 Kodxcu. IIpu yepebpanvroii gpopme
OonesHu nayuenmvl 8 nepsylo oyepeddb 00pawjarom 6HUMAHUEe HA MpPeMop, CKOBAHHOCHb MblULY,
npoobemvl ¢ peusbio, UsMEHeHUsl TUYHOCMU, MPEBONCHOCTb, MAKHCE MO2YN OMMeUAmbCsl CLyX08ble U
spumenvhwle earnoyunayuu [29, 31].
Ilpu cbope anamnesa u xanob pekoMeHO08aHO 0OPAMUMb BHUMAHUE HA.

—  OMAOWEHHDBIL CeMeUHblll aHaMHe3 (Hanudue 6 cembe NaAyueHma ¢ NOOMEEPHCOEHHLIM
ouaznosom BB);

—  201y00€e OKpauuUeanue Hoemesblx JIYHOK, SUNEPRUSMEHMAYUS KOICU HOZ,

= peyuouBUPYIOWYIO HCETMYXY, ACYUm;

—  CcloHOmeuenue;

— OsucamenvHble PACCMPOUCMBA: MPEMOp, NIOXYI0 KOOPOUHAYUIO, HAPYUWEHUS MEeNKOl
MOMOPUKU, OUCMOHUIO, NAPKUHCOHU3MA (MACKOOOPA3HOE NUYO, MblUUEYHAs PUSUOHOCTb,
Opaouxunesus, HapyuleHue NoXo0Ku), nceeoodyIbOaPHbI CUHOPOM;

—  necuxuampuyecKkue paccmpoucmed 6 ude 0enpeccuu, Heepo3d, MpeBONCHOCMU, CHUNCEHUS

uHnmesiekma.

2.2 Quzuxanvroe odcredosanue

Hpu ocmompe Heobxo0UMo o6pamun1b GHUMAHUE HA OCHOBHblE ¢u3uKaJZbel€ npose6IeHus.

—  JCEeIMYUIHOCMb  CKIEp U KOJHCHO2SO HNOKpoed, HeE3HAYUmMeENbHAsxA UlU  YMEPEHHAA

cenamomezanust, CNileHoMe2alusl,
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— koavyo Kaiizepa-@neuwepa;
—  Haauuus omexos, acyuma,
—  HaIu4ue meneaHSUdIKMasull, pacuuperus e nepeoHel OPIOWHOU CMEHKU, NATbMAapHOU
apumemsl,
—  OgucamenvHvle HApYWeHUus (Mpemop, NAPKUHCOHU3M, XOpesi, OUCHOHUS, AMAaKCUsl),
CIOHOMeYeHue, Ouzapmpust, oucgacus,
—  ncuxuampuyecKkue CUMNMOMbL 3a001€8aHUA. Oenpeccus, MPeodCHble PAcCmMpoucmad,
PACMOPMOdACEHHOE NoBedeHUe, KOCHUMUBHbLE HAPYUleHUs, USMEHeHUs TUYHOCMU, NCUXO03.
s mounou euzyanuszayuu xoney Katizepa-@netiuepa Heoodxooumo nposecmu OUOMUKPOCKONUIO 21d3d
spauom-ogpmanvmonocom. Omcymemeue 0aHHO20 NPUHAKA He ucKaoyaem ouaznosz bB, ¢ mom uucne y
NAYUEeHMO8 C 8bIPANCEHHOU HEBPOI02UYECKOU CUMNIMOMAMUKOU.
Ilayuenmy ¢ nooospenuem na BB neobxooumo nposecmu HesposocuuecKuti ocmomp, oopawjas
BHUMAHUE HA Hanuyue SIKCmpanupamuonslx Hapyuwenutl. Credyem oyeHums Hanuuue, 8U0 U xapakmep
mpemopa,  OYeHumsv MOHYC —Mbldy, obpamums GHUMAHUEe HA HAludyue  OpaduKuHezuu,

nces000YIbOAPHBIX HAPYUIEHUT, OYEHUMb MO3JceuKoeble (ynkyuu u noxooxy [89].

2.3 JIa0opaTopHbIe TMATHOCTHYECKHE HCCIST0BAHNS

o C menpi0 CBOEGBPEMEHHOTO BBISABICHHS AHEMHUH, JIEHKONCHWH, TPOMOOIMTOIIEHUH BCEM
nanyeHTaMm ¢ moao3perneM Ha bB pexoMenyeTcs nposeieHue oo1ero (KIHHIYECKOT0) aHaI13a KPOBU
passépuytoro [3, 31, 42, 44].

YYP-C, YA -5)

KommenTapwmii: Jletiko- u mpomboyumoneHus A61A10Mcs NPOsI8IeHUeM 2UNEpCHienu3mMa y nayueHmos
¢ BB na cmaouu yupposza neuenu. Kpome moeo, onu moeym pazsueamvcsi Ha ¢hone mepanuu
NEeHUYULTAMUHOM™ ™,

B psoe cayuaes npu manugpecmayuu BB evisgnsiemcs ocmpulil 2emMoniu3, B03HUKAOWUNL 8 PAMKAX
NpOsIGNIeHUll  OCHOBHO20  3A00Ne8AHUs, UTU  CHPOBOYUPOBAHHLIL — UHGeKyuel Ul  npuémom
JleKapcmeeHHblX npenapamos. I emonus asnsaemcs npossienuem moxkcuiecko2o oelcmeus meou npu bB.
Taxoice uccnedoganue nposoOUMcs 01 KOHMPOIs MePAnesmuyecko2o Ip@exma u npedynpertcoeHus
HedCcenamebHblX peakyuti om JeKapcmeeHHou mepanuu (cm. paszoenvt «3.1.2 Meouxamenmosnas
mepanusa» u «35.2 JJlucnanceproe nabooenuey)

. Bcem mnanumentam c¢ mnogo3peHueM Ha bB pekomeHayeTcs MNpoOBENEHWE aHaau3a KpPOBHU
OMOXMMHUYECKOTO O00IIIeTepaneBTUYECKOro (ompeaereHue aKTUBHOCTH allaHMHaMHHOTpaHchepasbl B
KpPOBH, aKTUBHOCTH aclapTaTaMUHOTpaHC(epasbl B KPOBH, YPOBHs 00IIero OWIMpyOMHa B KPOBH,

YpOBEHB OMITHPYOHHA CBSI3aHHOTO (KOHBIOTHPOBAHHOTO) B KPOBH, aHAJIU3 KPOBH TI0 OIIEHKE HAPYIIICHUHA
19



JIMITUIHOTO OOMeHa OMOXMMHYECKHi (MCCiIeoBaHHE YPOBHS XOJECTEPHHA B KPOBH, HCCIICIOBaHHE
YPOBHSI JIMIIONPOTCHHOB B KPOBH, HCCIICOBAHUE YPOBHS XOJIECTCPUHA JIUIOMPOTCHHOB HHU3KOU
IUIOTHOCTH, MCCJICIOBAHUE YPOBHS TPHUIJIMIICPHIOB B KPOBH), ONPEICICHHE aKTUBHOCTH IICIOYHON
docdarassl B KpOBH, raMMa-IIIFOTaMUITpancdepassl B KPOBHU, UCCIIEAOBAaHUE YPOBHS 0o0miero Oenka B
KPOBH, HCCIICJIOBAaHHE albOyYMHHAa B KPOBH) ISl MOJTBEPXKIACHUS WIM HMCKIIOYCHHUS IMEYEHOYHOU
HenoctatouHocTH [96, 97].

YYP-C, YA -4)

KommenTapwuii: npu ocmpom meuenuu BB ¢ neuénounoii. HeO0OCMAamoyHOCMbIO OMMeYAemcs
nosvluteHue yposHs obue2o ounupyouna (>300 mxmonsln, >17,5 m2/0n) ¢ ymepennuvim nosviuienuem
akmusHocmu  ananunamurnomparcgepasvr (AJIT), acnapmamamunompancgepaszor (ACT) (100-500
Eo/n), nuskum ypoenem akmusnocmu wenounou pocghamaswr (<40 ME/n) [46].

s npoenocmuueckoil OyeHKu msdicecmu nedeHoYHOl HedOCMAamoYHOCMuU cliedyem OYeHUBams
unoexc wenounas gocghamasa (¢ Eo/n)/oowuii ounupyoun (6 me/on) <2,0; unoexc ACT/AJIT >2,2.
Kombunayus ykaszamnvix uHOekco8 umeem 6blCOKYIO OUACHOCUYECKYIO YY8CMBUMENbHOCMb U
cneyugpuUUHOCMb NpU HCUSHEYSPOACAIOUIeM NAmoaocuieckom cocmosnuu [46].

o Bcem manmentam ¢ nogo3penuem Ha bB pekomenayercs onpeneneHne ypoBHS KpeaTHHHHA B
KPOBH, YPOBHS MOYCBHHBI M MOUYEBOW KHCJIOTHI B KPOBU ISl TMOATBEPIKICHHS WM HCKIFOUCHUS
noyeuHoi HempocratouHocTr [93, 143, 144].

YYP-B, Y11 -3)

o Bcem mamumentam ¢ momo3peHuem Ha BB pekoMeHmyeTcs wucciieZoBaHUE YPOBHSI JKele3a
CBIBOPOTKH KPOBH, HMCCJICJIOBAHUE YPOBHS TpaHC(EppPHHA CHIBOPOTKHA KPOBH, HCCIIEIOBAHHE YPOBHS
beppuTHHA B KPOBH C II€JIBI0 KOHTPOJIsSI oOMeHa skene3a [93, 143, 144].

(YYP - B, YT - 3)

J Bcem mammeHTaM peKOMEHAYETCS IPOBEICHUE KOaryJlorpaMMbl  (OPUEHTHPOBOYHOTO
UCCIICIOBAaHMSI CHCTEMBl TE€MOCTasa): OIpeleleHHe MNPOTPOMOMHOBOTO (TPOMOOIIIACTUHOBOTO)
BPEMEHH B KPOBH HJIU B IJIa3Me€ U MEXAYHAPOIHOT0 HOpManu3zoBaHHOro otHomeHuss (MHO) ¢ nensio
KOHTPOJISI CHHTCTHYECKOW (YHKIIUU TIEYCHH M TPOTHO3HPOBAHHS JAJIbHEHIICH TAKTHUKH BEJICHUS
nanwuenTa [3, 4, 31, 122, 123].

YYP-C,¥a14-4)

KommenTapuii: y nayuenmog co CHudxiCeHHOU (YHKyuell nedeHu Ommedaemcs: CHUNCEHUE
npompomournosoz2o unoexca (IIH) u nosviwenue mercOyHapoOHO020 HOPMATUZ0BAHHO20 OMHOULEHUS
(MHO,).

o Bcem mnanuentam crapmie 1 roma c¢ momo3pennem Ha BB pexomeHayercsi mpoBeieHHE

HCCJIICAOBAaHUA YPOBHA MLOCPYJIOIJIa3MMHA B KPOBU U, OIMIUOHHO, HMCCIICAOBAHUC YPOBHA MCIU B
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KPOBHU/HMCCIICIOBAHNE YPOBHSI MEIW B KPOBH METOJOM AaTOMHO-a0COPOIIMOHHOW CHEKTPOCKOMHUH C
1IeNbI0 yeTaHOBJICHUs auarno3a bB [3, 4, 31, 48, 51, 92, 124, 146].
YYP-A,YIO-1)
KommenTapuii: 6 Hopme yposens yepynoniasmuna 8 kposu naxooumcs 8 ouanazowne 20-40 me/on. Ilpu
yposne yepynonnasmuna <10 me/on ommeuaemcs vlcokasi epossmuocms mevenusi bB [3, 31]. Ilomumo
BB cvisopomounbiii yepynoniasmur modcem Oblmb NOHUJNCEH ) 2eMepO3UCOMHbIX Hocumenel, npu
nomepe 0Oeiko8 ¢ NOUKAMU, MATbaAOCOpoOYuU, npu MEPMUHAILHOU CMAOUU  NeYEHOUHOU
He0OCmamoyHocmu a000U dMUoLo2uU, ayepyironiazmunemuu, oonesnu Menkeca (X-cyennennoe
3abonesanue ¢ Hapyuienuem mpancnopma meou) [49].
Konyenmpayus yepynoniasmuna moscem Oblms NOGbIUEHA NPU OCMPOM 80CNALEHUU, d MAKICE NPU
2UNepICMpoeHeMull, Hanpumep, 8 nepuod bepemenHocmu uiu npu npuéme scmpozeros [3].
Hopmanvueiii  yposenv yepyronnazmuna ne uckiiouaem BB u mpebyem OanvHetiue2o
0oo6cnedosanus. Cpedu demeti ¢ n00meepHcoEénnbim ouaznosom bB, y 20% ypoeens yepynonnazmuna
ne cuuoicern [39, 50, 51]. V nosoposcoénnvix enioms 0o 6 mec. (uzuonrocuveckas KOHYeHmMpayus
YepYIONIasMuHa 6 KpOBU OYEeHb HU3KAS, NOCMENEHHO C BO3DPACMOM €20 YPOBEHb NOGbIUACTCS,
docmueasi c60e20 NUKA 8viuie, 4em y 83pOCiblX, 8 pannem oemcmee (npumepro 30-50 me/on), 3amem ou
nocmenenHo onyckaemcsi 00 cmanoapmuulx 3navenuil. [52] He credyem nposooums uccredosarue
VPOBHSL YepyIONIa3MuHa 6 Kposu 0as ouacHocmuxu bB panee e6ospacma 1 2o00a usz-3a e2o
HeuHpopmamugHocmu. Ypoeernv meou 8 Kpogu 00bIYHO CHUNCEH NPONOPYUOHATLHO CHUNCEHUIO YPOBHSL
yepynoniazmuna. Cnedyem noMHUmMb, 4mo npu OCMpol NeYeHOYHOU HedOCMAMOYHOCMU, 8bl36AHHO
BB, yposenv meou moscem dvimv 3amemno nosviuen (>200 mxe/on [31,4 mxmonwv/n]) [92]. Obwee
cooepoicanue meou 8 CbleOPOmKe KpoBU (BKIIOUAsE MeOb, He CEA3AHHYI0 C UYepYIONIAA3MUHOM, UTU
«CB0000HYI0 MeOby, a Makdice Meob, 8X00AUYI0 8 COCMA8 YEPYIONIASMUNHA) OObIYHO CHUMICAEMCS
NPONOPYUOHAILHO CHUNCEHUIO YPOBHS UepYIONIA3MUHA 8 cbleopomke Kposu. Y nayuenmos ¢ BB ¢
MAHCENLIM NOPANCEHUEM NEYEHU COOepIHCaAHUe MeOU 8 CblBOPOMKe KPOBU MOdicem Obimb 6 Npeodendax
HOpMbL UnU 3amemno nosviuiero Ha gpone OIIH u3-3a 6b1c60001cOeHUs MeOU U3 3aNACO8 MKAHU NeYeHU
U y8enuueHus co0epuHcanus c60000HoU medu 8 kposu. Konyenmpayuio c60000H01U Medu 8 cbiopomke
KPOBU MOJNCHO OYEeHUMb NO YPOBHIO 0Oweli mMeou U Yepyloniasmuna 6 CbleOpOmKe Kposu, HO MO
3a8ucum om a0ek8amHOCmU Memoo08 U3MePeHUsl KAK CblBOPOMOYHOU MeOU, MAK U Yepylonia3smutd.
Obwee cooepacanue meou 6 CblBOPOMKe KPOBU UMeem HU3KVIO OUASHOCMUYECKYI0 YEeHHOCMb, HO
Modcem Oblmb NONE3HbIM Ol MOHUmMopunea ¢apmaxkomepanuu. Ouenvb HU3KUE 3HAYEHU MOZYM
CBUOEMEeNbCMBOBAMb O CUCIEMHOM deuyume Meou, KOMOPLU MOHCEM HAOI00AMbCS Y HEKOMOPbIX
NAYueHmos npu OJAUMENIbHOM Je4eHUuU. 8 Kavecmee ouacHocmuuecko2co kpumepus BB y Oemeil

onpeoenenue cbleOPOMOUHO20 YePYIONIA3MUHA PeKOMEeHOYemcs 6 gospacme cmapuie 1 2ooa.
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Oonaxo Ha YpoGeHb YEpYIONAASMUHA MO2Ym 61uUAmv Opyaue 3a00/1e6aHus neyeHu,
HenpasuibHoe NUMAaHue U GOCNAIUMENbHble COCMOSAHUSA, NOCKONIbKY 3MOm 6eloK 8 OCHOBHOM
svlpabamviéaemcs neyeHvio U QYHKYUoHupyem Kaxk 6enok ocmpoii ¢aszvl. Hanpumep, y nayuenmog c
bB ¢ akmusnoii unghexyueti ypogensb yepyioniazmMuna 8 Cbl8Opomxe Kpogu Modicem Obvimb NoGuvluleH 00
VPOBHSI HOpMbI, UL €20 YPOBEHb MOoXcem Oblmb HU3KUM )y nayuenmos 6e3 BB u snmeponamueil,

npusoodsiueti k nomepe deaxa [31, 50, 51].

. Bcem nanuenTtam ¢ noxo3peHueM Ha bB pekomeHnayercs onpeneneHue CyTO4HON SKCKPELUU
menu B mode (MccnenoBanue ypoBHs Meau B moue) [12, 48, 125-127].

YYP-A, YIA-1)

KomMmeHTapuii: y Hereuenvix nayuenmos Cymounas 3KCKpeyus Meou ¢ MO4ol Ompasxcaem KOJauiecmeo
CB0DOOHOU «HEYepYIONIAZMUHOBOUY MeOU 6 YupKyaupyrowel Kposu. /s mounoco onpedenenus
CYMOYHOU IKCKpeyuu Meou ¢ MO4OoU Cledyem oyeHums 00bEM CymouHOU MOYU U YPOBEHb KPEaMUHUHA
6 moue 3a cymxu [3]. B cnyuae noueunou nedocmamounocmu OanHoe UCCAEO08AHUE HENPUMEHUMO.
Huaenocmuuecku 3nauumviil 0151 BB nopoeoswiil yposens dKCKpemupyemou meou ¢ Mo4ou 3a CymKu
>100 mke/24 uaca (1,6 mxmonv/24 uaca), oonaxo y 25% 6eccumnmommuvix oemeti ¢ ROOMEEPHCOEHHBIM
OUACHO30M CYMOYHAsL IKCKpeyusi meou ¢ moyoul bwvira nuxce [39, 53]. Vorce npu sxckpeyuu meou c
mouou >40 mke/24 uaca (0,65 mxmonv/24 uaca) cnedyem nposecmu 0oobcaedosanue na npeomem bB
(uyecmeumenvnocms 78,9% u cneyugpuunocmo 87,9%) [54]. Veeruuenue cymounoii sxckpeyuu meou ¢
MOUYOU 803MOXNCHO U NPU OpYyeUX 3a00]1e6aHUAX NeUeHU, d MAKHce ) HEeKOMOPbIX 2emepo3ucomublx
nocumenet mymayuu bB [3]. Uumepnpemayus noxazameneii cymounoii skckpeyuu meou ¢ Moyotl
Modicem Oblmb 3amMpYOHeHa U3-3a COBNAOEHUs ¢ OpYy2UMU MUNAMU 3a001e8aHUllL neYeHlU, 0COOEeHHO npu
0CMPOUL NEYEHOUHOU HeOOCMAMOYHOCIU ULU NPU XPOHUYECKOM X0Jecmase Opyeotl SMuoiocuu.
Ilockonbky sKcKpeyusi meOu ¢ MOUYOU MOMCEm YBeIUYUBAMbCA U NpU OpYeux 3a001e8aHUsX NeyeHu
(QyMOUMMYHHBITL  2enamum, XpoHudecKue axKmugHvie 3a001e6aHUsI NeYeHU, XO0Necmas, Oocmpas
neuénounas — HeOOCMamo4yHOCmb  Opy2020  2eHe3d), 6  Kauecmee  Cpeocmed  NOGbIULEHUS
YY8CMBUMENLHOCU U CHeYUDUUHOCU ONpedeleHus CYMOYHOU IKCKpeyuu meou 6 Moue Oblia
npeonodcena NPoBOKAYUOHHAs npodba ¢ HnenuyurramuHom™* ona demeii. Ilpoba 3axnouaemcs 6
npuéme #nenuyuninamuna™* 6 0ose 1000 me/cym 6 oéa npuéma no 500 me ¢ unmepsanom 12 yacos 6
meyenue 24 yacog coopa mouu [55]. Eciu 0anuvie no onpedenenuio cymounou 3KCKpeyu Mmeou ¢ Mo4ou
HeybeOumenbHol, HNOBbIUEHUE IKCKpeyuu Meou ¢ MOYOU Nocie NpPOBOKAYUOHHOU Nnpodbl ¢
#nenuyunnamunom™* eviwe 1600 mxe/cym noseonsiem ¢ Oonavutell ygepenHocmvio 208opums 0 bB.
IIposoxayuonnas npoba cmaHOaApmMu308aHa MOIbKO Yy NAYUEHMO8 OemcKoeo eo3pacma. [lanHoe

uccineoosanue uCl”lO]lb3y€mCﬂpe()K0 6 C6513U C HEHAOENHCHOCMBIO npu UCKJro4eHuu EBy beccumnmomHulx

cubcos [55].
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o Bcem marnuenTam ¢ OMOXMMHUYECKUMHU M KIMHMYECKUMHU JAHHBIMH, YKa3blBarOmuMu Ha BB,
PeKOMEeH/IyeTcsl ONpe/IelIeHne BapUaHTOB I'eHOB B 00pasiie OMOJIOrMYecKOro MaTepuana ApyroM Hiu
HEYTOYHEHHOM, HEKJIACCU(UIIMPOBAHHBIE B JAPYrUX pyOpHKax, METOJAOM CEKBCHHPOBAHHS TIO
Cenrepy / METOJIOM BBICOKOTIPOM3BOIUTEIHHOIO CEKBEHUPOBAHUS / METOJIOM MOJIMMEPA3HOM HEMHOM
peakiuu / METOIOM MHOXECTBCHHOW JIMTA3HO-3aBUCUMON aMIUTU(HUKAIUK 30HIOB TMPH HATHYHH
BO3MOYKHOCTH C IICIIBIO TIOATBEPsKAcHMs quarHo3a [20, 48, 128-130].

YYP-C, YA -4)

KommeHTapuii: 603moocen nouck uacmeix mymayuu, a 6 ciyuae ux OMCYMCMBUs — NOJIHOe
ceksenuposanue cena ATP7B, mecmuposanue ¢ ucnoib308anuem memooos Macco8020 NApaielbHO20
CEKGEHUPOBAHUS (2€HHbLE NAHENU, CEKEEHUPOBAHUE IK30MA, ceksenuposanue cenoma) (Komnnexc
uccnedosanuil 015 ouazHocmuku 6onesnu Bunvcona-Konosanosa).

Ilpu omcymcmeuu namozeHHbIX 6apUAHMO8 6 2eHe NpU HAIUYUU 6bICOKO YOEeOUMENbHbIX U
XapaxkmepHulx KIUHUKO-IA00pamopHblX OanHulX 6 noav3y bB, 3abonesanue He 001d%CHO Oblmb
UCKTIIOYEHO, M.K. He 8ce NAMO2eHHble 8APUAHMBL BO3MONCHO OOHAPYIHCUMb C HOMOWBIO CMAHOAPIHO20
Memooa cek8eHUposanus (Mymayuu 8 21youne UHMpOHO8, KPYRHble nepecmpouKy u m.o.).

o PexoMeH10BaHO TMalyeHTaM MpU MPHU3HAKAX OCTPON NEUYEHOUYHON HEIOCTATOYHOCTH [T
MPOTHO3MPOBAHUS BBDKMBAEMOCTH UM PEHICHUS BOMPOCAa O HEOOXOAMMOCTH  IPOBEIACHUS
TpaHCIUIAaHTAllUM TE€YeHH Mo nporHoctudeckoi mkaine npu bB (Ilpunoxenue 1'2) uccnenoBanue
ypOBHs 00I1Iero OMIMpyOrHA B KPOBH, ONpE/Ie/ICHUE aKTHBHOCTH acnapraramunorpancdepassl (ACT) B
KpPOBH, OMpeIeIIeHHE MeXTyHapOoAHOro HopManu3oBaHHoro oTHoteHust (MHO) pacueTHbIM MeTO0M,
UCCIIeIOBaHNE aTbOyMHHA B KPOBH M OIpeNeNIeHHe KoindecTBa JerkouuToB kpoBH (MccnenoBanme
KOJINYECTBA JICHKOIIMTOB B BEHO3HOW KPOBH aBTOMATHU3MPOBaHHBIM MeTojoM / [TojacueT konmuuecTBa
JIEWKOIIMTOB B BEHO3HOM KPOBH METOJIOM CBETOBOW MHUKpoOcKonuu) [4, 47, 86].

(YYP - C, VIIJI - 4)

2.4 UHcTpyMeHTAJNBHBIE AMATHOCTHYECKHUE MCCIeI0BAHMS

. BceM mamumentam ¢ nomo3peHueM Ha bB pexkomenayercss mpoBelEeHHE YIbTPa3BYKOBOTO
uccnenoBanus (Y3U) medeHH, JKEIYHOrO TY3bIpS W TPOTOKOB, cene3éHku (YIIbTpa3ByKOBOE
UCCIIC/IOBAaHHE OPTraHOB OPIOUIHOW TMOJOCTH (KOMIUIEKCHOE)) C UENbI0 JHArHOCTHKU TOPaKCHUMN
remnaToouMapHoi cuctems [56, 57].

YYP-C, Y1 -5)

KommenTapuii: no odauwnvim Y3U mooicem Ovimb 6vlasiena eenamomezanus ¢ OuggysHvimu
UBMEHEHUAMU NAPEeHXUMbl NeYeHU 6 BUde 2UNEPIXO2EHHOCMU U MeIK00Ya2o8ol Oughgy3Hoi

HeoOHOpooHocmu. Ilpu Hanuuuu yupposa 6 napeHxume GUIVAIUSUPYIOMC V3Ibl peceHepayul,
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yeenuuenue cene3éHKy, paculupesue cmeoid B0pPOMHOU U Cele3éHOYHOU 68eH, NpU YBEmoBoM
00NNIEePOBCKOM KApMupo8aHuu — NPU3HAKU NOPMALbHOU SUNEPmeH3Ul.

Usmenenus na Y3HU ne aeniaromes cneyuguunvimu oas BB, nosmomy oannoe ucciedosanue we umeem
OUACHOCMUYECKO20 3HAYEHUS, HO MOJCcem Oblmb NOJE3HO 011 HeUHB8A3UBHOU OYEHKU CHMPYKIMYPHLIX

UBMEHECHULl 8 NeYeHU U MOHUMOPpUHZA 3¢¢€Kﬂ’lu6HOCWlu Jle4eHu:l.

o PexoMeHIyeTcsl TIPOBEJICHUE IACTOMETPUHN TICUCHH C IIEJIbI0 BBISABICHHS UPPO3a TECUCHH Y
BIIEPBBIC JMATHOCTUPYEMBIX NAIMCHTOB W ISl OICHKM auHaMuku (ubpo3a mnedeHn Ha ¢oHE
poBoauMOii Tepanuu [58].

YYP-B, Y1 -2)

KomMmeHnTapmii: uccredosanue yenecoodpasno 0isi HEUHBA3UBHOU OYEHKU 8bIpAdCeHHOCmU ubposa
neuenu npu bBB. Henvb3s nOIHOCMbIO NONAAMbCA HA Pe3YIbMAamyvl USMEPEHUll, eCid OHU PACX00AMCs C

KJIUHUYECKUMU OAHHBbIMU.

. Bcem nanuenTam ¢ HEBpOJIOrM4ECKOM CUMIITOMAaTUKOM, XapakTepHou uisi bB, pekomenayercs
NPOBEJICHHE MAarHUTHO-pe3oHaHCcHOW Tomorpaduu (MPT) ronoBHOro Mosra C IEIbI0 BBISBICHHS
[aTOJIOTMYECKMX M3MEHEHHUI B rojoBHoM Mmo3sre [4, 60, 92, 131, 132].

(YYP-B, Y11 - 3)

KommenTapmii: Hsmenenus npu MPT 2onosnoco mosea ewisignsiomes y 90% nayuenmos ¢ BB c
Hespono2uyeckoll cumnmomamuxot, y 40-70% c aboomunanvnoi popmoii BB u y 20 % nayuenmos c
oeccumnmomuon  gopmoi  [89]. Omcymcmeue u3yanuU3aYUOHHBIX USMEHEHULl Y NAYUEHMO8 C
npusnaxamu nopasxcenus L{HC ne ucknrouaem ouaenoz bB. Haubonee yvacmo npu MPT 2onognoco mosea
8bIABNAIOMCA CUMMEMPUYHOE 08YCMOPOHHEe NOGblULeHUe UHMEHCUBHOCMU cucHana Ha T2-836eueHHbIX
usobpaxcenusx om 0a3anbHLIX fA0ep (Xeocmamoe 50po, CKOPAYNA U ONeOHbll wap), maiamycos,
cpeonezo moszea (cumnmom «Mopobl 2ueanmckou namowiy) u mocma. Ilo mepe npoepeccuposanus
3abonesanusi 8bIAGNAIOMCA NPUSHAKU Oupgy3no2o ampoguuecko2o npoyecca 20108HO20 MoO32d C
PABHOMEPHBIM pacuiupeHuem cyoapaxHoudaibHblX NPOCMPAHCME U Hcery0oukogou cucmemsl [19, 98,
99]. Usmenenus MP-cuenana om cmpykmyp 201061020 Mo32a Mo2ym omcymcemeosams y 7—17% oemeil
co cmewannou ¢gopmou BB npu Hanuuuu He8ponNocUUECKOU CUMNMOMAMUKU 8 6ude mpemopad,
ou3apmpuu U U3MEHeHUs MbIUEYHO20 MOHYCA N0 IKCMPAnUpamuonomy muny. B mo oce epems
usmenenus na MPT 201081020 MO32a Mo2ym onepedcams pazeumue HegpoI02UYecKol CUMNMOMAMUKY
6 10% cayuaes BB u 6vims oopamumvimu Ha ghorne medbxeramupyoweli mepanuu.

Hccneoosanuss mocym npogooumvcsa 6 npoyecce OUHAMUYECKO20 HAONIOOEeHUs NO KIUHUYECKOU
neobxooumocmu [100, 101].

Ilo noxazanusm NpUMeHsAemcs HapKo3.
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o [lanuenTam Cc MNONO3pEHHEM Ha HAJIWYHE OSMNUJIEHTHYECKOTO CHHIPOMAa PpPeKOMeHAyeTcs
MPOBEJICHUE PYTUHHOU 3nekTpodrHnedanorpaduu (331 ¢ 1enbl0 CBOEBPEMEHHONW AMATHOCTUKH U
KOHTPOJISL JICUCHHsI dHyIenTHueckux npuctymnos [102, 133].

YYP-C, Y1 -4)

KommenTapumn: maxoice  Modicem ObImb  PEeKOMeHO08AHO npogedeHue  CYmMoOuHOU

aneKkmposHyeqhanoepapuu ¢ 8UOCOMOHUMOPUHSOM.

o [Tanmentam ¢ moxo3penuemM Ha BB pexomenayercsi mpueM (0CMOTp, KOHCYJIbTAIlHsI) Bpada-
o TaIbMOJIOTa, TIPOBEJCHIEC OMOMHKPOCKONHMH TJia3a Jjisi oOHapykeHus kojer Kaiizepa-®neitmepa
u (unm) katapaktsl [3, 4, 31, 62].

YYP-C, Y1 -5)

KommenTapuii: ogpmanvmonocuueckue nposenenus npu bB exntouaiom 6 cebs xonvya Kauizepa-
Dneviuepa u nepeoHIOl CyOKANCYIAPHYIO Kamapakmy (mMak Ha3vléaemas «MeoOHdas KaAmapaxkmay).
Konvya Kaiizepa-@netiwepa npedcmasnsiom coboii omiodcernue meou Ha GHympeHHell N08epXHOCmuU
pocosuybl 8 decyememosoli membpare. Buzyanusayus xonvya Kaiizepa-@netiwepa npouzsooumcs npu
ogmanbMonio2uieckomM ocmMompe npu NOMOWU Weneol 1amMNnbl, UH020Ad NpU NOMOWU 20HUONIUH3, 8
0a1eKo 3aueouux cmaousx 3a001e6aHUsL MOHCHO BUOEMb KONbYO HEBOOPYIHCEHHBIM 832115100M. T opazoo
peace npu BB ecmpeuaemcs pazsumue «MeOHOU Kamapakmuly 6 guoe «nooconanyxa». Kamapaxma ne
enusem Ha OCMpPOMYy 3peHusi U GU3VAIUUPYEmCs NpU NOMOWU Ujenesoll IaMnsl 8 8uoe cepozo Ulu
307I0MUCMO20 OUCKA HA nepeoHell 00010YKe XPYCMAaIuKd, Om KOmopo2o paoudibHO OmxXo0am Ay4u Ha
nepughepuio xpycmanuxa [3, 4, 31].

. PexomeHngoBaHa OIlEHKAa COCTOSITEIBHOCTH TIJIOTaHMs (OI€HKAa (YHKIMM TJIOTaHUS) JUIS
OOBEKTUBHON OIICHKW HAIMYUS aCIUpAIlMd ¥ HAPYIICHUS TJIOTaHUS y MAIMEHTOB ¢ aucharueit npu
pEeLIeHUH BOTIPOCa 0 HEOOX0MMMOCTH KopmiteHust yepe3 3011 [103, 104].

YYP-C, YA -5)

o PexoMeH10BaHO perucTpaius JMEeKTPOKapAUOTpaMMbl B dXoKapauorpadus manuentam ¢ bB c
IIeTIbIO BBISIBIICHUS TIATOJIOTUHU cO cTOpoHbI cepana [100, 134-136].

YYP-C, YA -4)

KomMmenTapumu: mozym evisgnsamscs eunepmpopus 16020 4#Ceny00yKka Uuiu 00OO0uUx Hceryo0ouKos,

panHss penoaapuszayus, oenpeccus ceemenma ST, uneepcus 3y6ya T u pasnuunsie apummuu.
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2.5 NHble AMarHocTHYeCcKHe UCCJIe10BAHNSA

. [Ipu HOpManbHOM COAEpP)KAaHUM LEPYJIOIIa3MUHA B KPOBU W HE3HAYUTEIHLHOM IOBBIIICHUU
HKCKPELMU MEIU C MOUYOH ¢ 1enbio auddepeHnnanbHoil TMarHOCTUKY, a TaKXKe Ui ONpEAeICHHUs
CTa/IUY MOPaKEHUS MIeYEHU PEKOMEHI0BAaHO IPOBEACHHE MYHKIIMOHHOM OMOIICUY MTeYeHH (UpEeCcKOKHas
Ouorcust medeHn, OMOICHS MEYEHHU O]l KOHTPOJIEM YIIbTPa3BYKOBOTO HCCIEIOBaHUS) C OKPacKoil Ha
MeZlb U KOJUYECTBEHHBIM OIIPENEICHUEM COJEpKaHUsI MEIU B TKaHU nedeHu (UpeckokHas Ouoricus
ne4yeHy, buorcus mnedeHu 1Moa KOHTPOJIEM YIIbTPa3BYKOBOI'O MHCCJIENOBAaHUS) C KOJIMYECTBEHHBIM
OTpeziefieHUEM COJIepKaHusl MEIU B TKAHM MEYEHH U THCTOJIOTMYECKUM HCCIeOBaHHEM OuomTara
(ITaronoro-anaromuueckoe UccieoBaHHe OMOIICUMHOTO (ONEepalOHHOr0) MaTepuana MyHKIHOHHON

OMOIICUH TICUCHHM) C ISTIbI0 YCTAaHOBJICHHS Auarnosa [3, 31].
(YYP—C, VI - 5)

KOMMeHTapHﬁ! MoaxeTt INPUMCHATBHCA IIPpU CIHOPHBIX PE3YyJbTAaTaX MOJCKYIISIPHO-TCHECTUUCCKOTO

ucciaeqoBanusd!
Obpasey buonmama donxcer 6vims He menee 1 cm 6 oauny [3, 4, 31].

Cooeporcanue meou 6 mxanu neveru >250 mxe/e (4 MKMOAb/2) CyX020 8eca A8151emcs 00KA3amenbCmeom
Hanuyuss BB. Chuoiwcenue ouasnocmuyeckozo nopoza 0o 10-250 mxe/e (1,2-4 mxmonv/2) nosviuiaem
yyecmeumenvHocms memooa ¢ 83% 0o 96,5%, 6 mo epema kax cneyughuunocms ocmaémcs
oocmamouro vicorkotl — 95,4% u 98,6% coomeemcmeenno [63]. masnas npobrema oannozo memooa
— HepasHoMepHoe pacnpedenienue Meou 8 MKAHU NeYeHU, U3-3d 4e20 pe3yibmambvl aHaiuzd Mo2ym
ObImMb 3aHUdICEHb NPU owubKe 8 3abope obpasya, ymo ciedyem yuumsléams npu UHmepnpemayuul
pesynomamos [3, 4, 40, 63, 64, 65]. Konyenmpayuss meou 6 neuenu Modicem NOSbLUUAMBCSA NpU
ONIUMENbHO Cyecmaylouem xoiecmase, npu CUHOPOMAax UOUONAMUYECcK020 MeOH020 MOKCUKO3d U Op.
Mopdghonozuueckue usmenenus nevenu npu bB He aenaomcsa namocHOMOHUYHBIMU U 8KIIOUAIOM & CeDsl
Ha DPAaHHUX CMAOUAX NPUSHAKU IHCUPOBOU UHDUILMpAYUU 2enamoyumos (KpYNHOKAneivoHou u
MENKOKANeNbHOU), 2IUKO2EHO80U Oe2eHepayuu a0ep U (DOKANbHbIN 2enamoyenioNsapHbll HeKpo3, a
makoice npeobradanue MUHUMANLHOU U HUSKOU CMeneHu aKmueHoCmuy 80CHATUMENbHO20 Npoyeccd 8
couemanuy ¢ B8bICOKOU OO0JIell BbIPANCEeHHbIX udopomudeckux usmeHenui. Kuposas oOezenepayus
eenamoyumog npu bB, eeposmno, ceazama ¢ nospexcoeHuem MUmMoOXoHOpuu  6creocmeue
OKUCIUMENILHO20 Cmpeccd ¢ NOCcie0yIowumM Hapyulenuem 0OMeHa aunuoos, d B0CHAIUMeNbHble
NposIGNeHUss — C NEPeKUCHbIM OKUCIeHUeM JUnuoos, o00pazosanuem ce0O0OHbIX pAOUKANIO8 U
ucmouwjenuemM 3anacog 2nmamuoHa 8 pesyibmame HAKONAeHUs U30blmKa Meou 6 2enamoyumax.
Onucansl eucmonozuyeckue usMeHeHus: Ne4éHOYHOU NAPEeHXUMbL N0 MUNY AYMOUMMYHHO20 2enamuma,

BUPYCHO2CO, AJIKO2OJIbHO2O U JEKAPCMBEHHOCO0 NOPANCEHUSL NEeYeHU. Ilo mepe npocpeccupoeaHusl
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noepedcoenull napeHxumvl, Gopmupyemcs Guopo3 u, enocieocmeuu, yuppos neveru. OObIUHO
scmpeyaemcs 2UCMON0UYeCcKas KapmuHa KpPYNHOY3108020 yuppos3a neuenu 6 ucxooe BB, oonaxo,
ONUCAHBL CIYYAU U MENKOY3108020 Yuppo3da. [na KauecmeeHHO20 6blAGleHUs 0eno3umos meou 8
NeYéHOUHOU MKAHU UCHONB3VIOMCS PA3IUYHbIE SUCHOXUMUYECKUE Memoobl OKpACKU (DOOAMUH,
pybeanosas Kucioma, opceuH, memod Tummca ¢ cepoli), 00HAKO, BCe OHU UMEM HU3KYIO

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

. Pekomenayercs npuem (OCMOTp, KOHCYJbTallMsl) Bpada-r€HETHKa BCEM IallUEHTaM C
nono3peHrueM Ha bB ¢ 1enplo yTouyHeHMs AMarHo3a MOJIEKYJISIPHO-T€HETHYECKHMMH METOJIaMH,

HHTEPIIPETAIMU PE3YJIbTATOB UCCIICI0BAHMA, pa3bsiCHEHUIT 0coOOeHHOCTEH 3a00neBanus [3, 4, 31, 44].

(YYP - C; VI - 5)

o Pexomenmyercss npuem (OCMOTp, KOHCYJbTAIlMs) Bpada-HEBPOJIOTa BCEM IMAlMEHTaM C
noj03penneM Ha BB ¢ 111610 CBOEBPEMEHHOTO BBISIBIICHHS HEBPOJIOIMYECKON CHMIITOMATHKY, HavYaja
tepanuu [3, 4, 31, 44].

YYP-C; VI -5)

L4 PGKOMGHI[yeTCSI y4aCTHuC B TUAIrHOCTUKEC U BCACHUU ITAIITUCHTOB C bB My.]'ILTHI[HCI.[HHHHH&pHOﬁ
KOMaHbl CHCOHUAJIMCTOB BBUAY TOT'O, 4YTO 3a00JIcBaHUe XAapPaKTCPUIYCTCA MOPAKCHUECM MHOI'UX
OpraHoB M CHCTCM, Tpe6yeT KOMILJICKCHOM TCparnu, 410 AHUKTYCT HCO6XOI[I/IMOCTI> COBMCCTHOI'O

BeJICHHsI MAlMEHTa CIIEIMaINCTaMu pasHbix npodueit [3, 4, 31, 44].

YYP-C; YOI -5)

Kommenrapuii: Juacnocmuxka u mepanus BB ocywecmensemcs ¢ npusieuenuem ciedyioujux
Cneyuanucmos (no KiuHU4eckou HeobXooumocmu). epau-neouamp/spay-mepanesm/spay oouetl
APAKmuKu (ceMeltinblll 8pay), 8pay-2eHemuk, 6pay-2acmpodIHmMeponoe, 6pay-ohmanromonoe, 6pau-
HespoJloe, 6paAYU-NCUXUAMD, B8PAY-HEPPON02, BPAU-2EMAMON02/8PAYU-0EMCKULL OHKOL02-2eMAmoloe,

8DAYU-XUPYD2/BPAY-0eMCKULL XUPYP2, MEOUYUHCKUL NCUXOTI02, 8PAYU-NYIbMOHOIO02 U Op.

3. JqueHHe, BRJIIOYad MCIUKAMCHTO3HYIO H HEMCIUKAMCHTO3HYI0O TEPAIIUH,
AUETOTEPAIINIO, 066360JII/IB3HI/IQ, MEIUIMNHCKHUC NTOKA3aHUA U IIPOTUBOINIOKA3aHUSA K
NMPUMEHCHHUI0O METOAO0B JICUCHUHA

3.1 KoncepBaTuBHOE JIeUEeHHE

Cmpamezuu nevenuss BB nanpagnenvt Ha cHudcenue cooepicanus meou 8 opearuzme. OobiuHo
9MO 00CMuU2aemcs 3a Cuem CHUNCeHUs NOmpeoOaeHUsi Meou ¢ nuwel, YMEeHbUEHUs BCACbIBAHUL MeOU U3
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JHCENYOOUHO-KUWEUHO20 MPAKMA 34 CYen UCNONb308AHUS COJIell YUHKA, UW/UU VEeTUYeHUs 6bl8e0eHs]
Meou ¢ MOYOU 3a cuyem UCNONb308AHUSL Xelamupylowux eewecms, exmoyas D-nenuyunramun u
MPUEHMUH.

Ozpanuyenue nompebdieHus Meou 8 payuoHe He MOdiCem NPeoomepamums ee HaKonieHue,
00HAKO clledyem uzbe2ams upe3mepHo20 nompedienuss npooyKmos, 602amvix meovlo, 00
UCHE3HOBEHUSL CUMNIOMOS U YCIMPAaHenus buoxumuieckux Hapyuenutl. Llenvio neyenus sensiemcs aubo
yeenuyeHue 8bl8edeHuUsi Meou ¢ MO4OU UIU KALoM, 1UDO OIOKUPOBAHUE BCACHIBAHUSL MEOU 8 KULUEeUHUKE.
Jleuenue credyem nawunams nocie ycmanosienus ouazrosa [31].

3.1.1 Tluemomepanus

o PekoMeHI0BaHO Ha3HAYCHHE DIMMHHAIMOHHOW IUEThl — OTrPAaHUYCHHE YIOTPEOJICHIUS
MPOJYKTOB, OOTaThIX MEAbI0, IO HACTYIUICHUS PEMHUCCUU CHMIITOMOB W HOPMATH3AIUH (PYHKIIHH
MIEYECHU BCEM MAllMEHTaM, B TOM UHKCIIE, TOTYYarOINM XeJIaTUPYIOIIYIO TEPAIUIO C LIEIbI0 OTPaHUYCHUS
HOCTYIUICHUS. MEIM B OPTaHU3M M MPeAO0TBpalieHus € Tokcuueckux addexros [12, 31].

YYP-C, YA -5)

KomMmeHTapum: ocpanuyusaiomesi npooyKmul ¢ 8bICOKUM COOEPHCAHUEM Melu (neyeHb, KpesemKu,
opexu, wokonao, epudel). Kax munumym, 6 meuenue nepeoco 200a JieueHus, UCnoIb3yemcs c60000Has
om meou 800a, npu HeoOXOOUMOCU YCMAHABIUBAIOMCS OYUCUMEbHbIE DUILMPbL 011 KOHMPOLs
cooepxcanusi meou 8 6000NPOBOOHOU 800e, M.K. NpU eé 00CmasKe MO2Yn UCHOAb308AMbC MEOHbIE
mpyovl. 3anpewjaemcss UCHONL306aMb MEOHYI0 NOCYOY Ol NPUSOMOGIeHUsT U XPAHEHUs NUWU.
Heobxooumo usbecamv npuéma 6umamuHHbIX U MUHEPATbHBIX NPENnapamos, COOepuHCAux meob.
Huemuueckue pexomeHoayuu npu8oosam K 3aMeO0NeHUr0 npocpeccuposanus 3a001esanus, 00HAKO He
MO2YM UCNONb308AMbCS KAK eOUHCIMEEHHAS TUHUSL MePanuu.

Jluemuueckue pexkomenoayuu npeocmasiensvl 6 Ilpunoscenuu A3.4.

OcHognvim memooom neverus BB sagnsemcs medvanumuHupyowas mepanus, a npu pe3ucmeHmHocmu
K MeOUKAMEHMO3HOMY JledeHUio npo8ooOUmcs mpaHcnianmayus neyeHu. Beco nepuood nevenus moxicHo
pazoums Ha HauanbHylo Gazy u gazy noododepacusarouwei mepanuu. Kpumepuem nepexooa Ha
NO00EPAHCUBAIOUYIO MEPANUIO ABTISIEMCS pe2pecc KIUHUYeCKUX npossieHull (ucuesnogenue acyumad,
JHCeNmyxu, HOPMANU3AYUSL MEHCMPYAIbHO20 Yukia, pezpecc Koaey Katizepa-Dnetiwepa, cmoiikas
Hopmanuzayusi OUOXUMUYECKUX nokazameneu 6 m. Y. 0OMeHa Meou, «NeYEHOUHbIXY (hepMeHmos u
@yHKYUU nevenu.

Hauanvuaa ¢haza nasnavenus meovxeramupyroweu mepanuu 8 mepanesmuieckou 003e OIUMcs He

Menee 2 niem.

3.1.2 Meouxkamenmosnan mepanus

o Ecmn MAanuCHTY BLICTABJICH AUArHO3 BB, PCKOMCHAOBAHO HA3HAYCHUC HCHI/II_[I/IJIJIaMI/IHa** , J03a

noAOUpaeTCcss MHANBUYAIBHO, y JeTel (M0 MHCTPYKIUU C 3 yeT):- 20 MI/KT Beca, y B3POCIBIX - JI0
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1500-2000 Mr ¢ 1esbio CBI3bIBaHHS CBOOOIHOM MEIU U YCKOPEHHS €€ dKCKpeIuu ¢ Mouoii [3, 4, 31, 69,
70, 71].
YYP-C, YA -5)
KoMMeHTapHii: sensemcs npenapamom évi6opa npu nevenuu 6onesuu Bunvcona. Ienuyunnamun’
npedcmasisiem codol Npou3BOOHOe NEeHUYUILIUHA, MOJEKYId KOMOPO2o COO0EePHCUN CBOOOOHYIO
CYNbHUOPUNBHYIO 2PYNIY, C NOMOWBIO KOMOPOTU OCYWeCMBIAen s XelamopHas AKMUSHOCHb 0AHHO20
npenapama. Ilenuyunnamun’ mobunuzyem medb u3 NeueHu u Opyeux Op2aHoé U Y6enuvusdaenm eé
MOUegyI0  dKCKpeyuio, a makdice UHOyyupyem cummes Memaniomuoneunog. Ilenuyunnamun”
HazHauaemcs 3a 1 uac 0o npuéma nuwu, m.x. eoa CHuGICaem KUeuHyro abcopoyuio npenapama.
Ilepenocumocms nNeHUYULIAMUHA™ ™ MOMCHO NOBLICUMb, HAYAE C NOCMENEHHO20 YEeludeHUs
003wl [3]. Tepanesmuueckasn 003a neHUYUILAMUHA™™ y demeti ¢ 3 1em (N0 UHCMPYKYUU) COCMABTISIem
20 me/xe/cym. Hauunamo neuenue neo6xo0umo ¢ nonosunHou 003vl — #nenuyunnamun 10 me/ke/cym 6
3asucumocmu om eozpacma (125-250-500 me) ¢ nocmenennvim ygenuvenuem na 125-250 kasicowvie 5-1
onett 00 mepanesmuyeckot [3, 31, 139]. V e3pocavix nauanvuvie 003v1 #nenuyunnamuna npu mepanuu
cocmasnsirom 125-250 me 6 cymxu ¢ nocmenennvim (kaxcovie 4-—7 Onelt) yeenuuenuem 003vl Ha 125—
250 me 0o neuebnou ooszuposku 1000—1500 (0o 2000) me 6 cymku, komopas modicem HA3ZHAYAMBCS 8
2-4 npuema (na npaxkmuxe — uawe 3-4 npuema) [3].

Koppexyus 00361 npenapama npouzeo0umcs no mepe CHUMCeHUs. IKCKpeyuu meou ¢ CymoyHou
mouou. Tepanusa naznauaemcs nosscusnenno. Ilayuenmol, npexpamusuwivue npuém NeHUYUIIAMUHa™>,
HAXO0O0SIMCsL 8 2pYnne puUcke no pazeumuio 0eKOMNeHcayuu QYHKYuu neyetu.

Heoicenamenvuvle peakyuu Ha one mepanuu REHUYUNIAMUHOM — PA36UBAIOMCA NPUMEDHO 6
30% cayuaes. V nayuenmos co cmewannoti (¢ nesponocuueckumu nposeienusimu) popmou bB ¢ 30%
cyuaes ommeyaemcs yXyouleHue HegpoiocUdecKol CUMRMOMAMUKY, YO C8A3AHO C UHOVYUPOBAHHOT
8bICOKOU MoOUnU3ayuell meou U3 neyeHu U 20J1086H020 Mo3szd. Y uacmu nayuenmos ¢ bB na ¢one
mepanuu MOA*Cem pazeumvbCsi OCMpas AlepeUteckas peakyus 6 6Uuoe Coblnu, TUXOPaoKU, KPANUGHUYbL.
Boszmoorcno pazsumue nooocmpoii moKCUueckou peakyuu 8 guoe npomeurypul, yeHemenus QyHKyuu
KOCMHO20 Mo32a. Mooicem umems Mecmo makaice XpoHUHeckoe MOKCUUECKOoe Oelicmsue Ha KOXNCY
(npescoespementoe cmapenue, Oehekmuvl 8 opMUposaHuU pyOYOBOL MKAHU), AYVIMOUMMYHHbIE
3aboneeanus (cucmemnas KpacHas 6014aHKaA, apmpumel, NobluleHUe AHMUHYKIeapHo20 pakmopa), a
MaKdHce CHUdICEHUE Pe3UCIEHMHOCI K uHgexyuam. TIpu npumenenuu nenuyuniamuna pa3eusaemcs
oehuyum nupudokcuna, umo mpedyem nasHavenus #nupuookcuna** ¢ doze 25-50 me/cymru [3].

IIpu ceoespemennom koppexmuom nevenuu y 90% nayuenmos ommeuaemcs noi0HCUmMenbHas
OUHAMUKA C HOPMATU3ayuell NeYéHOUHbIX MapKepos 6 medenue 2—6 mecayes [12].

Ilpomueonoxkazanusimu K  NPUMEHEHUI)  NeHUYUWIIAMUHA™™  SAGNAIOMCS  NOBbLULEHHA
YYBCMBUMETLHOCIb K NEHUYUWIAMUHY™™ U Opyeum KOMNOHEHmam Npenapamad, azpaHyioyumos,
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no4eyHas He0oCMamo4HOCMb, HAPYUIeHUs 2eMON033d, 0emCcKUll 8603pacm 00 3-x Jiem.

B cpeonem, konmpons mepanuu npogooumcs 2 paza 6 mecsy Ha NPOMANCEHUU nepeo2o 200a
mepanuu, oanee — excecoono [100, 92].

Koumpone neuenus demam nposooumcs, kaxk npasuio, wawe: 1 pas 6 edenio Ha smane cmapma
mepanuu (8 nepevlili Mecsy JeueHus) U 6 Nepuood NO8blleHUs 003bl NeHuyuLiamuna™*, oanee
1abopamopHvle U UHCMPYMEHMAIbHble UCCIe008AHU NPOBOOsIMcs Kadcovle [—-3 mecaya 0o
HACMYNJIeHUs PEMUCCUL, ROCTIe — Kadcoble 3—6 mecsayes (603MmodicHo yawe no noxkazanusim) [12].

Hecobniooenue pesicuma mepanuu modicem npusecmu K yepoAcaroemMy HCUHU COCMOAHUIO,
NO3MOMY NPU HUZKOU KOMWIAEHMHOCMU UHMEPBAIbl MedHcOy KOHMPONbHbIMU UCCIe008AHUAMU
O0JIIHCHBL ObIMB KOPOUe, 0COOEHHO MO KACAemcs NAYUeHmo8 noOpocmKo6o2o o3pacma. K konmponio
mepanuy OMHOCAMCA:

- QusukanvHoe obcredosanue (8vissieHue Hoou cumnmomamuxu BB uiu pazeumue nedicenamenvhvix
peaxyuil Ha (hone mepanuur);

- Uccnedosanue codeporcanus meou 6 cymounou mode. Llenesoil ouanazon ypoeHs dKCKpemupyemou
CYMOYHOU Medu ¢ MOYOU Ha ghone noddepacusaioweli xeramuou mepanuu cocmasisem 200-500 mke
(3-8 mxmonv) 6 cymku [3,12, 31];

- [Ipogedenue ananuza Kpogu OUOXUMUYECKO20 00Wemepaneemuiecko2o (onpeoeienue aKmueHoCmu
ANaHUHAMUHOMPAHChepasvl 8 KpOoBU, aKMUBHOCMU ACNAPMAMAMUHOMPAHCPepassl 8 KPosu, YPOBHs
00we2o0 OunUpPyoOUHa 8 Kposu, YPOBeHb OUNUPYOUHA CBA3AHH020 (KOHBIOZUPOBAHHO20) 8 KpPOBU,
onpeoeneHue aKMusHOCMU WelouHou hochamasvl 8 KposuU, 2amma-2iromamuimpancepasvl 8 Kposu,
VPOBeHb KPeamuHUuHa 8 KpoBU, YPOB8eHb MOouegUHbl 8 Kpogu). Ileuenounvie nokaszamenu Ha QoHe
xXenammuotu mepanuu Hopmanuzyiomest 6 meuerue 3—12 mecayes [31];

- Oyenka obwe2o (KIUHUYecKko20) aHanu3a Kposu pazeepHymo20 — MOHUMOPUPOBAHUE HEHCENANENbHBIX
peaxyuil Ha ¢hone mepanuu. Mozym onpedensimovcsa anemust, HeumponeHus, mpomooyumonenus [44];

- /s ceoespemenHH020 BbIABIEHUS HEJCelameNbHblX peakyuil Ha oHe Xxeramupyrowelu mepanuu
(nenuyunnamun**), nanpumep, npomeunypuu, ciedyem KOHMPOIUPOSAMsb 00wull (KIUHULECKUL)
ananuz mouu He pedce, uem I paz 6 6 mecayes unu yauje no noxasanuam [3, 45/;

- [lucnancepnuiii npuem (ocmomp, KOHCYIbmayus) 6pava-oQmanbMonoea exce2o00Ho ¢ npoeedeHuem
OUOMUKpOCKONUYU 2Na3 NpU NOMOWU Wenegou aamnsl 07 Habnodenus 3a koavyamu Kauizepa-
Dneuwepa. llosenenue koney Kaiizepa-@neliwiepa u Hanuuyue uUSMEHEHUN 6 OUOXUMUUECKUX
nokaszamesusx YKa3vlaiom HA HeoOX0OUMOCMb KOppeKyuu mepanuu uiu Ha HecobarooeHue
mepanesmuiecko20 peicuma nayueHmom,

- Ilposedenue HeUHBA3UBHBIX UHCHMPYMEHMANbHBIX UCCIE008AHUL, MAKUX KAK YIbmMpda38yKo8oe
uccnedosanue 0peaHos OpWHOU norocmu (KomniekcHoe) He pedxce 1 pasa 6 6-12 mecsayes,
anacmomempust newenu — He peagice I paza 6 1-2 2o0a.
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o PexoMentoBaHa Tepamusi BTOPOro psifa mpernaparamu IuHKa (#1uHKa Cynb(]ar) marueHTam ¢
bB npu HenepeHOCHMOCTH MEeHUIIMIUTAMUHA™ * ¢ TIeNTbI0 CHUKCHIS BCACHIBAHUS ME/IM B KHIIICYHHUKE B
no3e 150 Mr B CyTKHM 3JIEMEHTApHOTO IIMHKA B TPH NMPHEMa y B3pOCIBIX, Y AeTeil muaame 5 tet — 25
MT 3JIEMEHTapHOTO IIMHKA 2 pa3a B CYTKH, Y ACTeH cTapiie 5 jeT — 75 Mr/cyTku (eciu peOeHOK BECUT
Menee 50 kr) unu 150 mr/cytku (ecim macca tena 6osiee 50 kr) B 3 mpuéma 3a 30 MUHYT 110 Tpuéma
numu [3, 73, 74, 75, 77, 146].
YYP-C, YA -5)
KommenTapmii: yunx nodaenisem 6cacvigaHue Mmeou 6 KUWEUHUKE U NPUMEHAemcs Kak
anomeprHamugnoe Jnevenue npu bBB. Ilpenapamvl yumka uHOYYUpYIOmM — MemMAllOMUOHEUHb]
IHMEPOYUMO8, 00A0AIOUUX BLICOKUM CPOOCHBOM K MEOU U CEA3bIBAIOWUX €€ 8 INUMENUU KUUEYHUKA.
Ilpenapamul yunka npenamcmeyom 6cacvl8anuio Meou 8 CUCMEMHbIU KPOBOMOK U CROCOOCMBYIom eé
sblgedenuto ¢ kaiom. Ilpenapamol yunka menee moxkcuuHol, yem xeramupyrowas mepanus [13, 74].
Lunk u nenuyuniamun ** ne OOANCHLL HAZHAUAMBCSL BMeche neped 0OHUM NPUEMOM NUWU.
Dphexmusnocms mepanuu yunkom ciedyem oyeHu8amsv no KIUHUYECKOM)Y U OUOXUMUYECKOMY
VAYYULEHUTO, UBMEPEHUIO CYMOYHOU IKCKpeyuu Meou U YUHKA ¢ MO4oU. YposeHv sIKkckpemupyemoti meou
Ha noodepacusarowels mepanuu O0JxceH Haxooumscsi 6 ouanazote 30—75 mxe 6 cymxu (0,5—1,2 mxmons
8 CymKu), cooepoicanue meou 6 cymouHou moue Hudice 30 mKe yKazvigaem HA Nepedo3UpPOBK)
npenapamom. Yposerv cbl8OpoOmouHO20 YUHKA U IKCKPEMUPYeMo20 YUHKA cledyem Nno00epuCUsanbs
sbiute 125 mxe/on u 1,5-2 2/cymxu, coomsemcmeenno [31, 76]. V nayuenmos ¢ nopasicenuem neuenu
MOHOmMepanusi NPenapamamit YUHKa HedoCmamoyHo s¢gpexmusna u e donicna npumensmocs [31].
Bosmooicnvie neoicenamenvuvie peaxyuu: co cmopouvt KKT ommeuaemcs paszopadiceHue
CIUBUCMOU  000I0UKU  JiCeNlyOKA, NO8blUEHUEe AKMUBHOCMU MPAHCAMUHA3 6 Hauyadle JedeHus.
Ilpenapamul yunka mocym o01a0ame UMMYHOCYNPECCUBHBIM IDEKMOoM U YMEHbULAMb XeEMOMAKCUC
netikoyumog. Moocem npouzoumu nogvlienue aKMuGHOCMU Cbl8OPOMOYHOU TUnaszvl u (UI) amuiasbl
0e3 KIUHUYEeCKUX NpOosAGIeHUull NnaHkpeamuma. YcuneHue He8pOI0SUHeCcKOU CUMNMOMAMUKU NpU
NpUMeHeHUU NPenapamos Yunka ecmpeyaemcs peoko. bezonacnocms 8blcokux 003 npenapamos yunka

OJIsL RAYUEHMO8 C HAPYUEHUAMU PYHKYUU noYeKk noka He onpedenena [18].

. [TanimenTam ¢ 6eccuMnTOMHBIM TedeHHEM bB pekoMeH10BaHO pacCMOTPETH BOMPOC O BHIOOPE B
KauyeCTBE MperapaTa MepBOH JIMHUY MpenapaThl MUHKA 0] PETYJIIPHBIM JIUCITAHCEPHBIM HAOIOICHUEM
B CBSI3M C MEHBIIIMMHU HEXKEIAaTEIbHBIMH PEAKIMsIMHU 110 CPaBHEHHIO ¢ TeHuImIamuaom™*[70, 79, 80,
81, 82, 137].

YYP-B, Y1 -2)
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KommenrTapuii: npu pewenuu eonpoca o HasHaueHuu mepanuu npenapamamu yunxa (#L[unxa
cynvgham) cnedyem npuHAmMb 60 GHUMAHUE, YMO NPU HATUYUU KIUHUYECKUX nposeieHuti bB
npenapamom evloopa ocmaemcs neruyuiiamun™* [3, 4, 31). Ilpu napacmanuu Kiunuueckux
nposieieHUll U OUOXUMUYECKUX UBMEHEHUN Cledyem HA3ZHAYUMb NeHUYULTAMUH™ ™,

Pacnpocmpaneno mmenue 06 s¢hghexmuenocmu KomMniekcHou mepanuu  NeHUYUIIAMUHOM** U
npenapamamu YuHKd, 0OHAKO OAHHLIX OMHOCUMENbHO IMOL MOYKU 3PEHUs. HeOOCMAMOYHO.

Lunk u nenuyunramun** He 00nCHBL HAZHAUAMBCA 6Mecme neped 0OHUM NPUEMOM NULU.

. Pexomenn0BaHO Ha3HaUYeHKWE TPUEHTHHA NIalMeHTaM ¢ bB B kayecTBe npenapara BTOpON JTMHUU
TEpanuy NP HEMEPEHOCUMOCTH TMEHUIMUIAMHUHA KaK ajJbTEPHATHBHOTO XelaTopa MEIH COTJIACHO
neucTByroIeit nacTpykiuu [146].

YYP-C, YA -5)

KommenTapum: mpuenmun ne meHee d¢hghekmusen, uem NeHUyuiiamun™>, cesasviéaem u 6bl80OUM
MeOb ¢ moyou npu bB.

Ilpenapam moosicem 6vimv npeonoumumenvhee 0asi nayuenmos ¢ bB, y xomopuvix umeemcs
msidicenast mpomoOOyumoneHus: Uil Helmponetusl, Komopovle MO2yn 603HUKAMb NPU CNIEHOMe2alul 6
pamkax cunopoma eunepchnieHusma. llapadokcanvhoe Hegponozcuueckoe yxyoulenue nocie Havaid
JleYeHUss MPUeHMUHOM, NO-8UOUMOMY, BCIPEYAemcs pexce, Yem npu npueme NeHUYUIIAMuHa™>, xoms
APSAMO20 CPABHEHUS. HUK020a He nposoouniocy [146].

Tpuenmun OvL1 3¢hghekmusnoll HauanbHOU mepanuell O NAYUEHMO8, 0axce ¢ NePEOHAUAIbLHO
0EeKOMNEeHCUpPOBaHHOU yHKyueli nevenu. Hmerowuecs OaunHvle CEUOEMENbCMEVIOM O MOM, YMO
mpuenmuH 6ezonacen u d¢pexmusen y neouampuieckux nayuenmos ¢ bB.

B 6onvwuncmee ciyuaes 6ce noboumvie s3¢hghexmovl neHUYUIIAMUHA™* nocie e20 omMeHbsl
npoxoosim u He 60300H0GIsIOMCs npu npueme mpuenmuna. Cymounas 003a npenapama cocmaegisem
1-2 2 6 mpu npuema 3a 1 yac 0o unu uepes 3 uaca nocie npuema nuwu. Bapocivim mpuenmun 00v1uHO
HazHauaemcs 6 003e 750- 1500 me/cymku, pazdenennou na 2-4 npuema.

Tpuenmun 00HOBpEeMEHHO C MeOdblO Xelamupyem Jicele30, NOIMOMY HeoOX00umMo uzbezams
COBMECMHO20 88€0€HUs IMO20 Npenapama u npenapamos Kceie3d, maxK KaKk ux KOMNIeKC MOKCUYEH.
Ilocneocmeuem u3dbLIMOUHOU Mepanuy Moxcem cmams 00pamumas cuoepoOIACUYecKas aHemus.
Ilokazano, ymo nobounvle peaxkyuu, HabaOOaeMmble NPy Mepanuu NeHUYULIAMUHOM™ ™, YMeHbUAIOmcs,
ApU 3aMeHe e20 MpUEeHMUHOM, U UX peyuousa npu OIumenbHoM npueme npenapama He ommedaemcs.

V demeii cmapwe 5 nem (6 coomeemcmeuu uncmpyxkyuu) 0oza cocmasnsem 20 me/ke/ cym.
(mooicHo oxpyenums 00 oaudcatiwux 250 me) 6 2-3 npuema. [Ipenapam npunumarom 3a 1 uac unu uepes
3 uaca nocne eowi, 3anusas 6000u. [lpenapam ne cmaduien npu 8blCOKOU memnepamype, Ho3MoMy e20

crnedyem XpaHumo 6 X0a100UNbHUKE.
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Hexomopuvimu  uccnedoeamensmu  Obl10  BbICKA3AHO — NPEONONOJNCEHUE, UMO  BO3MONCHO
npumenenue mpuenmuna 1 paz 6 Oewb 6 Kauecmee noodoepxcusarouen mepanuu. B cnyuae
noomeepicoeHus:  bojee KPYnHbIX UCCIe008AHUAX MAKOU PeHCUM 003UPOBAHUSL NOMOJCEm 00e2dums
kauecmeo sncusnu nayuenmanm. [150].
Konmpons s¢ghghexmusnocmu: kax npu mepanuu neHUYUIIAMUHOM ™™,
Konumpons nobounvix sghgpexmos: npogedenue 0oujeco (KIUHU4YECK020) aHaiu3a Kposu pazeeépHymoco,
Hccneoosanue yposus scenesa cvisopomku kposu. Yacmoma, 6 cpeonem, 1 pas 6 3 mecaya.
Tlobounvie s¢hghexmuvi: naubonee msdicervim NOOOUHBLIM IPEHEKMOM ABNAEMCA CUOEPOOIACMHAS
anemus. [151].

3.1.3 CumnTomMaTH4ecKasi Tepanusi HeBpOJOTrHUeCKUX NposiBjieHuii BB

3.1.3.1 lucmonusa

VY nDamnMeHToB C YMEPEHHOW WM BBIPOKEHHON AHMCTOHMEH BO3MOXHO mpuMeHeHne SO1FA

AHTUXOJIMHEPTHYSCKUX CPEJCTB, B COOTBETCTBUU C KIMHUYCCKHUMH PEKOMEHIANUSIMH «J[HCTOHMS
[103, 105]. Beibop mpemnapara ¥ METO/1a JICUCHHS ONPECISETCS KIMHUYSCKON CUTYaIIUCH.

3.1.3.2 Tpemop

o He pexomengoBano nipu bB, conpoBoxaaromieiicsi JETKUM TPEMOPOM PYTUHHOE Ha3HAuCHUE

CHeIMATBHBIX BMEIIATENbCTB, T.K. B OOJBIIMHCTBE CIIydaeB MaHHAs CHUMITOMATHKA pa3peracTcs
CaMOCTOSATENIFHO Ha ()OHE Tepaniu 0OCHOBHOTO 3aboneBanus [103].
YYP-C,¥YI/J-5)
. PexomengoBano npu BB, compoBokparomieicss TpeMOpPOM, BIHUSIOIIMM Ha IOBCEAHEBHYIO
aKTHBHOCTh Ha3HAUYCHHUE JICKAPCTBEHHOW Tepanuu (Hampumep, #mnpompanonon** (40-240 mr/cyTkw,
npoTuBonokaszan o 18 set), #xionazemam™** (0,5-4 mr/cyrku), #rnpumuaon (62,5-750 mr/cytku) [103,
105].

YYP-C, Y1 -5)

3.1.3.2 Ilapxunconuszm

ITanmmenTaM ¢ cUMIITOMaMU MapKUHCOHU3MaA IMOKAa3aHO [105] JICYCHHUEC B COOTBCTCTBHUHU C KIMHHUYCCKHMHU
PCKOMCHAaIUAMU «bole3Hb HapKI/IHCOHa, BTOpI/I‘-IHLII\/'I MapKUHCOHU3M H© JpYruc 38.60J'ICB8.HI/I$I,
MMPOABIAIOMIUECA CUHAPOMOM IMAPKHUHCOHU3MA ).

3.1.3.4 Xopesn
. B3pocnbeiv nanmentam ¢ bB u BbIpakeHHON XOpeell peKOMEHA0BAHO0 PACCMOTPETh HA3HAUCHUE

#reTpabenasuna** (craproBas nmo3a 12,5 mr/cytku, cpemnsisi mo3a 50-75 wr/cytkm), C menbro
obneruenus cumntomos [103, 105].
Kommentapumn: Jaunsie 06 3¢pghexmusnocmu cuMnmomMamuyecko2o neveHus xopeoamemosa npu bB

O4Y€Hb O2PAHUYEHDL.
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3.1.3.4 Amaxcus

. Pexomen10BaHo paccMoTpeTh nanueHTam ¢ bB u arakcueit nmposenenne Gu3nYecKoi Tepanuu
—e4eOHOI (PU3KYIBTYPBI, HAPABICHHOW HA TPEHUPOBKY KOHTPOJIS X040 U paBHOBecHs [103, 104].
YYP-C, YA/ -5)

KommenTapuu: Yciyeu no ¢usuuecxoi mepanuu: Jleuebnas Guskyromypa npu 3a001e8anHusix
YEeHMPAanbHOU HepEHOU CUCMeEMbl U 20N06H020 Mo32a, Jlewebuas usKynemypa c ucnonb3o8anuem
annapamos u mpeHasicepos npu 3a001e6aHUAX YEeHMPATbHOU HEPEHOU CUCTNEMbl U 20T108HO20 MO0324,
Koppexyus napywenus osucamenvrou @ynkyuu npu nomMowu Ouono2u4eckol obpamuol ces3u,
Ilocobue no éoccmanognenuio no3o-cmamudeckux Qyukyuu, /Junamuveckas nponpuoKoppexkyusl.

3.1.3.5 Jluzapmpus

o PexomenoBano nanuentam ¢ bB u au3apTpuell mpUMEHATh METOJIBI pellakCalliyi B Cllydae
JMCTOHUYECKON TU3apTPUH, METO/IbI, YIYYIIAIONIHe CKOPOCTh PEYH B CIIydae MO3KEUKOBOI aTaKkcuy, a
TAK)Ke TPOMKOCTh M aPTUKYJISIIMIO B ClIydae TUIIOKHHeTH4eckon au3aptpuu [103].

YYP-C, YA -5)

KommenTapum: Jleuenue ousapmpuu npu bB ne asnsemcs cneyuguyeckum, HO 0OCHOBAHO HA
00WuUXx Npasunax aeyenus Ouzapmpuu, U NOOX00 8 OCHOBHOM 3d6UCUM OM KOHKPEMHO20 Mund
Hapywenus pedu. Y nayuenmos c¢ MalONOHAMHOU peublo Mmepanuio ciedyem KOMOUHUPOBAMb C
ANbMEPHAMUBHBIMU CNOCOOAMU KOMMYHUKAYUU (Hanpumep, NUCbMO, HeCmbl, npubopsl ¢ yHKyuerl
npeoopaz06anus NUCbMEHHOU peyu, KOMNbIomep, CMApM@OH U M.N.) C Yeiblo NOBbIUEHUs Ka1ecmed
JHCUHU NAYUEHMOB.

Jloeconeouueckue ycayeu: Meouxo-noconeoudeckoe ucciedosanue npu oucgaeuu, Meouko-
Jlo2oneduyeckoe ucciedogarue npu agpasuu, Meouxo-noeoneduneckoe ucciedosanue npu OU3apmpuu,
Meouko-nozoneduueckas npoyedypa npu oucgaecuu, Meouxo-n1oconeduueckas npoyedypa npu agazuu,
Meouko-noconeduueckas npoyeoypa npu ouzapmpuu, Meouxo-10eoneouyeckas mMOHAIbHO-
pummuyeckasn npoyeoypa, Meouko-nozoneouveckas npoyedypa ¢ UCnoIb308aHUeM UHMEPAKMUBHBIX

UHGDOPMAYUOHHBIX MEXHOTIO2UL

3.1.3.6 lucchacusn

o PexoMeH/10BaHO B KauyeCTBE CTAPTOBOM Tepamuu NMPH HETHKENBIX MPOSBICHUAX aAucharuu
NPOBOJIUTh KOPPEKIUIO IHINEBOTO IMOBEACHUS H (PHU3HOTEpAlMIO C MEIbI0 MPEIOTBPAIICHUS
acmMparMoHHbIX nporiecco [103].

(vyp-C,vaA-5)
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KommenTapwuii: [layuenmam cnedyem pekomenoo8ams NPUHUMAMb RUWLY 8 CHOKOUHOU 0O0CMAHOB8Ke
(6e3 npocmompa menesuzopa, He pazeo8apusams 80 8pems eobl, He NPUHUMAMb NUWY, eClu NayueHm
ymomnén u m.n.). Cnedyem ecmv u numos MeOIeHHO, MYAMETbHO NPOAHCEBLIEAS NUWLY, He NPUHUMATND
HOBYIO NOpYUIo e0bl NOKA He NPO2No4eHd NPeoblOyuas.

Tayuenmam co cHudiCEHHOU NOOBUINCHOCTBIO A3bIKA U HAPYUEHUAMU 2TIOMAHUSL MO2YM ObIMb NOJ1e3Hbl
cneyuanbHvle NOJ0NHCEHUs. Meld, Hanpumep, NOJ0ddCeHUe 1éxca Ha OOKY nod yenom 45° 6o epems
27IOMAaHUsL.

Ilepeo nauanom mepanuu oucghazuu credyem, no 603MOACHOCMU, NPEKPAMUMD JedeHUe CeOamUBHbLMU
npenapamamu 1ubo coOKpamums 003bl 00 0OHOU nNepeod CHOM.

Taxoice cnedyem no eosmodchocmu ommenums RO3BB  ammuxonunepeuueckuue cpeocmea,
Ha3HaueHHvie O/ YMEeHbUleHUs CIIOHOOMOeNeHUs NPU NOSAGNeHUU oucgazuu, m.K. CyXoCmob 80 pmy
Modicem yxyoulums 210matue.

Cnedyem usbezamv cyxoui u TUNKOU NUWU.

Bosmoorcno ucnonvsosanue 3a2ycmumenei Ha 0CHO8e KpAXmand.

o PexomenaoBaHo mpu TSOKENONH HEKOPPEKTHPYeMOW auc(aruu ycTaHOBKA HA30TacTpajbHOTO
30H/a W TPOBEACHHWE KOPMJICHHUS Yepe3 30H//Ha30TacTPAIbHBIA 30HJ C IENbI0 MPEJOTBPALICHUS
acrimpanuu ¥ nedunura nuranus [103].

YYP-C,¥YI/J-5)

KommenTapuu: HazoeacmpanbHulil 30HO MOdCem UCNONb308AMbC 8PEMEHHO O0Jis1 OONOJIHUMENbHO20
NUMAHUSA )Y NAYUEHMO08, KOMOpble MO2YM NPUHUMAMb UL CAMOCMOSMENbHO.

. PexkoMeHI0BAaHO PACCMOTPETh MMOCTAHOBKY racTPOCTOMBI TMAIMEHTaM C TOCTOSIHHOW W (WJn)
nporpeccupyromieil qucharueit TSHKENoH CTereH! PY HATWYHH WM OTCYTCTBUHM TIOTEPH MACCHI TEJa,
0e3 MPU3HAKOB YIYYIIEHUS HEBPOJIOTUYECKUX CHMIITOMOB Iocie | Mecsiia XenaTupyrollel Tepamniu
[103, 104].

YYP-C, YA -5)

KommenTapum:

Heobxooumo ymounumo nanuuue/omcymcmaeue meou 8 COCmase Mamepuaia 30H0d.

3.1.3.7 Cnronomeuenue

L PCKOMGHHOBaHO HCITIOJIB30BAHUEC HEMCIHKAMCHTO3HBIX MCTOAOB (meBaTeanaﬂ PE3UHKA WU
COCaHUuEC J'Ie)IeHIIOB) IIpH CIIOHOTCUCHUHU C LCIBIO YMCHBUICHUA CUMIITOMATUKHU 3a CUéT CTUMYJIAIIUA

[JIOTaHMS MalnKueHTaM co cioHoredeHuem [103].

(YYP - C, YT - 5)

35



o PexoMeH10BaHO MAIUEHTAM CO CIFOHOTEUEHUEM MPU HEDPPEKTUBHOCTH HEMETMKAMEHTO3HBIX
METOJIOB TMPUMEHEHHE AaHTUXOJMHEPrUUYeCKHX MpernapaToB (Hampumep, #HrpurekcudeHu ™™
(cTapToBas 103a 2 MT C TIOCTETICHHBIM ITOBBIIICHHEM, O0OBIYHO JOCTATOYHO 30 MI/CyTKH), UM BBEACHUE
#BOTYTMHIYECKOTO TOKCHHA THIA A-TeMarTJIOTUHUH KOMIUIEKC** B OKOJIOYIIIHBIE CITFOHHBIC JKETIE3bl
U (WIK) TIOAHMKHEYCITIOCTHBIC CIFOHHBIC JKEJe3bl C IEeNbI0 yMeHbIleHus canuBanuu (3h(deKTHBHbIC

10361 BapsupyioT oT 10 10 300 exunm, aelicTBre mpenapara pures 1,5-6 mecses) [103, 138].
YYP-C, YA -5)

o Tepanmo OIIMJICTICMKM PEKOMEHAOBAHO IIPOBOAWTE B COOTBETCTBHHM C KIMHHYCCKHUMH
PEKOMCHAAUAMU «OnHIIeTICUA U SITHIICHTHYECKIHN CTaTyC Yy B3pOCIIbIX U JeTel» C ENIbI0 KYIIUpOBaHUA

u npepoTBpaieHus npuctynos [34, 90, 103, 104].
(YYP - C, YL - 5)

KommenTapuu: /[na mozo umobOvl He 6bl36amb NEYEHOUHOU Ouc@yHKyuu, ciredyem uzdecamo
NPUMEHEHUs.  NPOMUBOINUNENIMUYECKUX NPEenapamos ¢ HNOMEHYUATbHLIM — 2eNnamomoKCUYeCKUM
oahpexmom (nanpumep, sanonpoesas kucioma**).

o PexoMenayeTcst ICHX0ONaToJIOTHYECKUE U TIOBEACHYCCKHE CUMITTOMBI KOPPEKTUPOBATh TaK XKe,
KaK U TpH MOJAOOHBIX HapYIICHHUsIX WHOW »THONOoruH. [Ipu 3TOM cnemyeT u3derath, M0 BO3MOKHOCTH

HpernapaToB, OCHOBHOW HEXeJaTeIbHON peaKIneil KOTOPBIX SIBISETCS TenaToTOKCHIHOCTh [107].

(VYP - C, V]I - 4)

3.1.4 Tepanusa 6o epemsa 6epemennocmu u 2pyoHo20 6CKAPMIAUBAHUA

Bepemennocms ne npomugonokazana npu omcymcmeuy maxceiot NOpmaibHOU cUunepmeH3uu u
NeYeHOUHOU HeOOCMAMOYHOCIU. BAINCHO KOHCYIbMUPOBAMb MONO0ObIX JNH00ell NOo  80NPOCam
qbepmwszocmu u mepanesmu4ecKoco je4erusl 60 pems 6epeMeHHocmu ujjakmauyuu. y.?fCeHLLﬂ/lH C BB,
He NOAYYAoWUX JeYeHus Ul NI0X0 KOHMPOIUPYEMbIX, MOZYM HAOII00AMbCA  HAPYUEHUs.
MEHCMPYATbHO20 YUKIA U 08VAAYUU U3-3A OUCHYHKYUU NedeHU U UHMOKCUKAYUU MEObIO ONPEOeleHHbIX
Gepmenmos, Komopule yuacmeyom 6 HOpMAaiIbHOM MEHCMPYAlbHOM YUKILe U MeXaHUu3Me 08Yaayu. Imo
MOdHCem CHU3UMb UX hepMmuIbHOCMb UTU NPUBECTNU K OCTONCHEHUAM HA PAHHUX CPOKAX DepeMenHOCU
(Hanpumep, K camonpou3goibHOMY 6biKuoviwy). Hauae xenamopuyro mepanuio 011 00CMUMNCEHUs
A0eKBAMHO20 KOHMPOJISL COOEPHCAHUSL MeOU U 80CCMAHOBNEHUS (DYHKYUU NeYeHlU, MONCHO 00pamums
BCNSAMb HAPYUIEHUSL 08VAAYUU. DMO MaKHCe NOOYepKUsaem HeoOXo0UMOCnb NPOBeOeHUs. XeNAmMOPHOT
mepanuu meou 0o bepemennocmu. bepemennwvim dxcenwunam ¢ 5B credyem npoooadxcams npunumams
me Jice npenapamvl, KOMopwvle OHU Yice NPUHUMANU, 4mMOoObl u3bedcams 0060Cmpenus CUMNIMOMOS.

HOCﬂ€p0006p€KOM€de€I’VLCﬂ npuHumams xeﬂamoo6pa3yiou;ue gelecmea 6 niom alace Kojauvecmee, 4nmo
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u 00 bepemennocmu. Pecynapnoe knunuueckoe oocrnedosanue u oyeHKa pyHKYUOHAIbHLIX NOKA3ameJel
neyeHu, a makice MOHUMOPUHZS COOepHCaAHUs MeOU 6 KpOoBU U Moye HeoOXO0OuMbl KAK 60 8pems
bepemennocmu, mak u nocie Hee. IlockonvKy 6ce xenamoobpaszyloujue 6ewecmsd GblOeNAIOMCs C
2PYOHBIM MONOKOM, 2PYOHOE 8CKAPMAUBAHUE 6 Nepuol Jakmayuu He pekomenoyemces [164, 165].
o PexoMeH10BaHO TIPOIOJDKUTE Tepanuio bB npu 6epeMeHHOCTH U B TIOCTIEPOIOBOM MEPHUOJE C
HeNbl0 coXpaHeHHsl TeueHuss BB B cTaauum peMuccuu, OAHAKO, YUYMTHIBAsS OMACEHHUsS IO MOBOIY
MOTEHIIMATHHON TEPATOTCHHOCTH (OTHCAaHA PEIKO — TOJIBKO MPU MPUEME BBICOKUX J103) ¥ C BO3MOXKHBIM
oOpa3oBaHueM pyOIIOB TOCTIE KecapeBa CEYCHHS WM AMU3UOTOMUU BCIICJCTBUE HAPYIICHUS CHHTE3a
KOJUIareHa, CJIeyeT CHU3UTH J03bl XeIaTHPYIOIIeH Tepanuy Ha NPOTsHKEHUU Beel OEpeMEHHOCTH Ha
25-50% ot ucxoanoii. Tepanuto #ipHKa CyIb(HATOM MOKHO COXPAHATH 0€3 KOPPEKTHPOBKHU 1036l [12,
3,92, 108].
YYP-C,¥YI4-4)
KommenTapuii: V 6epemennvix maxcumanvras cymounas 003a He 0oudicHa npesviuams 1000 me/cym,
6 3 mpumecmpe — 300-600 me nenmuyurnamuna®™* [3]. Heobxooumo nposooums KoOHmMpOIb
J1abopamopHblX nokazameineu 0oMeHa meou co2nacHo Mncmpyxkyuu k npenapamy, Ho He pedce 1 paza @
3 mecaya. Eciu nianupyemcs Kecapego ceueHue, mo cymounas 003a 00124cHa Obims He bonee 250 me 6
nocneonue 6 Heoenb bepemMeHHOCMU U 8 NOCIeONEPAMUBHOM Nepuode 00 NOIHO20 3ANHCUBTEHUS.
Kamezopuuecku Henvzs ommenams mepanuio npu HACMYNIeHUU OEPeMEeHHOCMU 6 C8s3U C
B03MOACHOCIBIO PA3BUMUS OCTONHCHEHUI.

Cuumaemcs, 4¥mo mpuenmun 60 8pems. OepemMeHHoCmuy 0e30naceH, NOIMOMY JedeHue 80 8peMs
bepemennocmu credyem npoooadxcums [146].
. He pexomenayercss mamnmeHTtkam ¢ BB ocymiecTBisTe rpyaHoe BckapmiiBaHue Ha (oHE
NpUMEHEHHS XeaTUPYIOIIEH Tepanuu, B YaCTHOCTH, ICHUIM/UTaMUHA** 1 TprenTrHa [3, 108, 92, 146].
YYP-C, Y1 -5)
KommenTapmii: oannvix omuocumenvho enusnus #yunka cynoghama (npenapamos yuuka) Ha 2pyoHo2o
pebéuka 6 Hacmoswee epems HedocmamouHo. Illpu smom umeromcsi OamHble O B03MONCHOU

0e30nacHoCmu npuUMeHeHUs: Xelamupyrowel mepanuu 80 epemsi 2pyono2o eckapmausanus [108].

3.2 Xupypruueckoe JieieHue
3.2.1 Tpancnaanmauyus neuenu

THokazanusimu Kk mpancnianmayuu neyeHu y nayuenmos ¢ bB senawomcesa dbvicmpoe passumue msgicenou
NEeYeHOUHOU HeOOCMAMOYHOCTIU ¢ KOd2ylonamuel U NeyeHouHou Hyegaronamuell, ¢ Npocpeccuposanuem
NeueHOUYHOU OUCHYHKYUU 00 NEYEeHOUHOU HeOOCMAMOUYHOCMU, HeCMOMPs HA MeOUKAMEHMO3HYI0 Mepanio,
oCmpas uiu XpoHuYecKas neyenounas Heoocmamournocms [31].
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o PexoMeHI0BaHO TPOBEJICHUE TPAHCIUIAHTAIIMK TEYCHU MPH HAIMYMU TIOKA3aHUI: pa3BUTHE
OCTPOH MEYEHOYHOW HEJOCTATOYHOCTH, HEAPPEKTHBHOCTh XEIATHOW TEpaIMU B TCUCHHE HECKOIBKHX
MECSIIEB Y TAIMEHTOB C JEKOMIICHCHPOBAHHBIM I[HPPO30OM IICUCHH; BO3HUKHOBEHUE TSIKEIOM
MPOTPECCUPYIOIEN MEYEHOYHONM HENOCTATOYHOCTH MPH CAMOCTOSITEIBHOM IPEKPALICHUMN JICUCHUS,
pPaccMOTPETh MPH MPOIPECCHPYIONIMX W HEOOpAaTHMMBIX HEBPOJIOTHYECKHX Hapymienusx [3, 4, 31, 83,
85].

(YYP-C, VI -4)

KomMmeHTapuii: gviorcusaemocms nayueHmos 6 meyeHue 200a nocie ypeeHmHou mpaHcnianmayuu no
no8ooy QynbMuHaHmMHOU neyéHounou Hedocmamoyrnocmu npu bB docmueaem 70%, ¢ omcymcmasue
MPAHCHIAHMAYUU BLIHCUBAEMOCIb COCMABTIAem edunuynble cayyau. [Ipu mpancnianmayuu neueHu Ha
cmaouu 0eKOMNEHCUPOBAHHO20 YUPPO3d NedeHU BbIHCUBAEMOCHb NAYUEHMO8 & meyeHue 200a
cocmasnsiem 95%, uepez 5 nem — 83%, uepes 10 nrem — 80%. Viyuwenue neeponocuueckoil
CUMNMOMAMUKY nOCle mpancnianmayuu Haodnwooaemcs 6onee yem 6 50% cayuaes. Oonaxo eciu
HeBpOI0CUYeCKas. CUMNMOMAMuUKa nepcucmupyem oOonee 2 jgem Ha @oHe Jedenus, ViyyuleHue
pe3yIbmamos nocie nposedeHus OPpMomoOnuUYecKol mpaHChianmayuy nevyeHu Uiu npooOJIdHCeHUs
Xelamuol mepanuu Maioeeposmuo. Buidxcusaemocms nayuenmos co cmewantou gopmoi BB nocie
npoeederUss MPAHCNIAHMAYUU NeYeHU HUdXCe No CPABHeHUI0 ¢ neyéHounol gopmotl. Tpancnianmayus
neweHu npueooum K HOPMAIU3Ayuu 0OMeHa MeOu, NOGLIUEHUIO YPOBHS YepYIONIda3MUHA 8 Nnepevle
Mecsybl nociie ONepayuu, CHUNCEHUN) 9KCKpeyuu meou ¢ MOYOU Nocie MpauChianmayuu ¢ noJHoul
Hopmanuzayuel 0aHHbIX nokazamenet K 6—9 mecayy nocieonepayuoHHo2o nepuood, UCYe3HOBEHUIO
koney Katizepa-@netiwepa y 6oavuuncmea nayuenmos [83, 85].

Tocne mpancnaanmayuu nevenu nayuenmol He Hyxcoaiomes ¢ mepanuu BB [84].

3.2.2 Xupypzuueckoe ieuenue Hegpo102UiuecKux 0Ca0NCHEeHUIL

. IIpn  TsOKENBIX  OBUTATENBHBIX  (IKCTPAMPAMHJIHBIX) HApyUIEHMSX, YCTOMYMBBIX K
XeJ'IaTprIOHIeI\/'I W CHUMIITOMAaTHYECKOH TCparinu, PpCEKOMEHIOBAHO pPACCMOTPETh BO3MOKHOCTDH
IPOBEJICHUS] XUPYPTHUECKOTO JICUCHHS:

- TpU JUCTOHUH — XPOHHYECKAs D3JICKTPOCTUMYISLUS TIYOOKHX CTPYKTYp TOJIOBHOTO MO3ra
(BHYTpEeHHEro cerMeHTa OJIeIHOTO Iapa), MaUTHI0TOMUS, TATAMOTOMHUS;

- IPH TPEMOPE — XPOHHUECKAs AIEKTPOCTUMYIISAIIUS TITYOOKHUX CTPYKTYP FOJIOBHOTO Mo3ra (Tanamyca),
NaJUTUAOTOMHS, TATAMOTOMHUS;

- IPY TAPKUHCOHNU3ME — XPOHUYECKAsI DIIEKTPOCTUMYJISIHS TTyOOKHX CTPYKTYp TOJIOBHOTO MO3Ta I
NaJJIMIOTOMMUS;

C LIEJIBI0 KOPPEKINH AaHHbIX cocTosiHui [103, 104].

(YYP - C, YT - 5)
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KomMmeHnTapuu: 6 coomeemcmsuu ¢ KiuHuueckumu pexkomeHoayusmu «ucmonusy u «bonesns
Ilapxuncona, 6mopuuHblll NAPKUHCOHUM U Opyaue 3a001e8aHUs, NPOABTAIOUWUEC CUHOPOMOM

NAPpKUHCOHU3IMAN.

4. MeIMIMHCKAsl peadMIMTALMS U CAHATOPHO-KYPOPTHOE JIeYeHMue,
MeIULNHCKHUE MOKA3AHUA M IPOTHUBONOKA3AHUSA K IPMMEHEHHI0 MeTO10B
MeIMUIMHCKOI peaduIuTAlMU, B TOM YHCJIe OCHOBAHHBIX HA HCIIOJIb30BAHUHN
NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

Meouyunckas peabunumayus nayuenmoe ¢ bB nanpasnena na xomnenmcayuro HapywieHuil

@DYHKYUOHUPOBAHUSA, NpedcOe 8Ce20 NPUZHAKO8 NOPAdiCEHUS YeHMPANlbHOU HepeHou cucmemvl. OHa
gKouaem 6 ceds neueOnyio QusKyIbmypy npu 3a001e6aHUAX YEHMPALbHOU HEPEHOU CUCmeMbl U
20JI0BHO20 MO32d, N1e4eOHYI0 (QU3KYIbMYPY C UCHOIb30BAHUEM ANNAPAMO8 U MPEeHaANcepo8 npu
3a6onesanusx [[HC u 20106H020 MO32a, KOppeKyuro HapyuleHuss 08ucamebHoU OYHKYUU npu nomMouu
OuoI02UEeCKOU 0OPAMHOL 643U, NOCOOUe NO B0CCMAHOGICHUIO NO30-CMAMUYECKUX QYHKYUL,
OUHAMUYECKYVIO NPONPUOKOPPEKYUIO, MEOUKO-T020NeOUHecKyio npoyedypy npu oucgazuu, mMeouxko-
Jl020neoudeckds npoyeoypa npu Ouzapmpui, MeouKo-1020NeOUYecKyio MOHANIbHO~-PUMMUYECKVIO
npoyeoypy,  MeOUKO-1020Ne0udeckylo  npoyedypy  C  UCHONb308AHUEM  UHMEPAKMUGHBIX
UHPOPMAYUOHHBIX MEXHONIOLUIL.
He cywecmeyem KpynHulX paHOOMUSUPOBAHHBIX UCCIE008AHUL, 6 KOMOPbIX OYEeHUBALACh Obl
aghghexmuenocms Gusuueckou mepanuu (nevednot Guszxyrbmypst). O0Haxo omoenvHvle cOobujeHus: 06
eé ycnewHom npumenenuu npu BB u Hebonvuiue cepuu KiuHU4eCKux Hab00eHUl ceudemenbCmeayiom
0 MOM, YUMo PuU3UYECKask mepanusi MOd*cem Oblmb NONE3HA 8 CYYAAX OUCTOHUU, OJisl NPEOOMEPaUeHUs
KOHMPAKMYyp, npu NApKUHCOHU3ME U AMAaKCuu, 20e mMo2ym Oblmb NOJe3Hbl Memoobl CmaduIu3ayuu
HOXOOKU U PABHOBECUSL.

Hetipomvluweunas s1ekmpocmumyniayus npeonpuHumManacy OJs ViyyuleHus oucgazuu, u 0
VAYUWEHUs. ~ NUMAHUs —~ CMAHOAPMHOU  NPAKMUKOU — AGNAEMCA  UCNONb30BAHUE — YPECKONCHOU
9HOOCKONUYECKOU 2ACMPOCIMOMbL Y NAYUEHMO8, ) KOMOPbIX 3amemno Hapyweno enomanue [105, 109,
110].

IlockonbKy oxcuoaemcs, 4mo He8posocudecKoe COCMoAHUe NAYUEHMA HAYHEM VIYYulamvCs
npumepHo uepes 6 mecayes nocie HAYANIA NAMOLEHEMUUECKOU MePanul, 6AH*CHO, 4mobbl nayueHm 6
npoyecce Jie4eHuss COXpAHsL NOZUMUBHBLIL HACMPOL U CMAPAICs COXPAHUMb KAK MOJMCHO Ooblue
@uzuUeCKUX B03MONCHOCHEIL.

Ecnu nayuenm ucnvimviéaem xpaiinue mpyoHOCmMu 6 0OwjeHuu, mMo2ym Ovlmb UCHOIb308AHbI

anghasummvie OOCKU UU INEKMPOHHbLE yempoticmea kommynukayuu [111-114].
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5. IpodunakTuka u AucnaHcepHoe HAOI0leHH e, MeTMIIMHCKNE TIOKA3aHNUsI U

NPOTUBOINOKA3AHUSA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

5.1 IlpopuniaakTuka

° Pexomenayercst npueM (OCMOTp, KOHCYJIbTAllMs) Bpada-TeHETHKA CEMbsSM C TAlUECHTaM C
JTUarHo3oM bB 11s pa3bsCHEHHI FeHETHYECKOTO PUCKa, 00CYKICHHS BO3MOXKHOCTEH MTPeHATAILHOU U
pEeUMILIaHTAllMOHHOM quarnoctuku [3, 4, 31, 48].

(YYP - C, YT - 5)

Bakuunonpogunaxmuka

Baxyunayusa  oondxcna  mposodumca 6  coomeemcmeuu ¢ Hayuonanvmeim — xanenoapem
NPOUIAKMULECKUX NPUBUBOK U O0OWUMU NOOX00amu K eakyuronpoguiakmuke. BB He siensemcs
npomugonokazaruem Kk npogedenuio saxkyurayuu [115, 116].

o PexomenioBaHa BaKIMHAIMS NPOTHB TenaTuTa A WM renatuta B ¢ 1enblo mpeaoTBpanieHus
JIAHHBIX 3a00JIEBAaHUI, YUUTHIBAs HATMYUE TOPAKCHUH MTEUYECHH B paMKaX OCHOBHOM maTtosioruu [117].
YYP-C, YA -5)

KomMmenTapuii: sakyunayus nposooumcs coenacHo UHCmMpyKyuu no npuMeHeHuro npenapamad.

o PexomMenaoBaHa, py BO3MOXXHOCTH, BaKI[UHAIHS MTPOTHUB UHBIX MOTCHIMATHHO OMACHBIX JUIS
JKU3HW HHTEPKYPPEHTHBIX MHQEKIUH C IENbI0 MPEJOTBPAIICHUS JTaHHBIX 3a00JICBaHUM, YIUTHIBAS
HaJIMYUE TOPAKCHUH MEeUYeHH B paMKaX OCHOBHOM maTosioruu [ 146].

YYP-C, Y1 -5)

KomMmeHTapuii: nanpumep, npomus eempsinotl 0cnvl, NHeBMOKOKK080U ungexyuu [146].

5.2 lucnancepHoe Ha0/II01eHIE

o PexoMeHn0BaHO B Tmpoliecce KOMIUIEKCHOTO JiedeHMs manueHTtoB ¢ BB ocymiecTBiasaTsh
KOHTpPOJIb TOKa3zaTened oOuiero (KIMHMYECKOTO) aHajdu3a KpOBU pPa3BEPHYTOro, aHalu3a KpOBU
OMOXMMHUYECKOTO OOIIeTEepaneBTHUECKOTO (OMpeIeiieHne aKTHUBHOCTH allaHMHAMUHOTpaHC(epasbl B
KPOBH, aKTUBHOCTH aclapTaTaMHUHOTpaHCc(epa3bl B KPOBH, YPOBHS oOmIiero OmiupyOMHa B KpOBH,
YpOBEHb OMIMPYOHMHA CBS3aHHOTO (KOHBIOTUPOBAHHOTO) B KPOBH, JHIUAOTPaMMbI (HCCIEeIOBaHHE
YPOBHA XOJIECTEPHHA B KPOBU, UCCIICIOBAHUEC YPOBHA JIMIIOIMIPOTEUHOB B KPOBU, UCCIICIOBAHUC YPOBHA
XOJIECTEpHHA JIUIIONPOTEHHOB HU3KOW IUIOTHOCTH, MCCIICOBAaHUE YPOBHS TPHUIVIULIEPUIOB B KPOBH),

oIpeieieHne aKTUBHOCTH IIETIOYHOM (pocdarassl B KpOBH, FaMMa-TIIOTaMUITpaHc(epasbl B KPOBH, a
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Tak)Ke€ MPOBEJEHHE KOoaryjaorpamMmbl (OpPUEHTUPOBOYHOIO HCCIEIOBAHUS CHCTEMBl T€MOCTa3a):
omnpeJieJieHue MPOTPOMOMHOBOTO (TPOMOOIIACTUHOBOTO) BPEMEHM B KpPOBM WIM B IUla3Me U
MEXIYHApOHOTO HOopMain3oBaHHOTO otHomeHus: (MHO) He pexe 1 paza B 6-12 MecsiieB B iepuo

PEMUCCHH WJIH Yallle 1Mo mokazanusm [3, 4, 12, 31, 44, 100, 92].

(YYP-C, Y1 -4)
KomMmenTapum: B cpednem, konmpoas mepanuu npogoosm 2plmec na npomsicenuu nepeoco 200a
mepanuu, oaree — edxcecoono [100, 92]. Hccrnedosanue nunuoocpammsl 6onree axmyanvbHo Os

63POCJIbIX NAYUEHM O06.

Konmpone neuenus oemsam nposooumcs ooviuno yawe: 6 cpeonem 1 pas 6 nedento Ha smane cmapma
mepanuu (8 nepevlil Mecay nedenus) u 6 nepuod NoBblUUeHUs 003bl NeHUYUIIAMUHA **/mpuenmuna,
oanee 1a60OpamopHvle U UHCMPYMEHMAIbHble UCCIe008aHUL NPOBOOAMCs Kadcovle -3 mecaya 0o
HACMYNJIeHUs PEMUCCUL, NOCTe — Kadcoble 3—6 mecsyes (603MOodicHo uauje no noxkazanusim) [12].

o Bcem manuentam ¢ BB pexomenayeTcs B mpoiiecce KOMIUIGKCHOTO JICUCHHUSI OCYIIECTBISTh
olpeziesieHue YPOBHS KpeaTHHIHA B KPOBH, YPOBHSI MOUEBHHBI B KPOBH HE peke 1 pas3a B 6-12 mecsues
B IIEPHOJT PEMHUCCHH WJIM Halle 1o nokazanusim [93, 143, 144].

(YYP - B, Y1 - 3)

o Bcem nanmentam ¢ BB pexkomengoBaHo B mpoliecce KOMIUIEKCHOTO JICUYEHHS HCCIIEIOBAaHUE

YPOBHSI MEI B MO4Y€ HE peke OJHOro pasza B 12 MecsieB /Uit KOHTPOIIS JeueHus: (BO3MOXKHO Yarlle 1o

nokazanusm) [3, 4, 12, 31, 44].

YYP-C, YA -5)

. PexomennoBano mnamuentam ¢ bB mpoBenenue ynbrpaszBykoBoro wuccienoBanus (Y3N)

OpraHoB OpIOIIHOM MOJOCTH W Mouek (YIbTPa3ByKOBOE MCCIEAOBAHUE OPTaHOB OPIONIHONW TOJIOCTH

(KoMILIEKCHOE), YIIbTPa3ByKOBOE UCCIIEIOBAHHE MTOUEK) KaxKble 6-12 MecsIieB, 371acTOMETPUHN TIEUEHU

Kaxxaple 1-2 Toj1a ¢ 11eNbI0 OLIEHKH CTETICHHU MOpaXeHHH 1 GUOPO3UPOBaHUS renaTOOMINaPHON CHCTEMBI

B IIEPHOJI peMHCCHH (BO3MOKHO Yallie 1Mo mokasanusm) [46, 56, 57, 61, 62, 92, 93, 100,118-121].

YYP-C, Y1 -5)

KommeHTapum: ¢ yuemom MmodepHusayuu annapamypul, HeKomopvie Moouguxayuu npudoopos

NO360J1A10M ONpeoeiiamsb NOMUMO cmaouu Guopoza — cmenewb cmeamo3a NedeHu, 4mo marice

akmyanvro npu BB kax memabonuueckozo 3a001e6aHUsL.

o [larueHTaM ¢ DOHIEOTHYECKHM CHHAPOMOM PeKOMEHAYeTcsl TPOBEJICHUE PYTUHHOMN
anektposnnedasorpaduu (331) ¢ HeabI0 KOHTPOJIS JICYSHHS SIHICITHYeCKUX puctymos [102, 61].

(YYP - C, YT - 5)
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KomMmeHnTapumu: makoce modcem — npogooumuvCs — CymouHas — dneKkmposnyeghanozpagusa ¢

GMOQOMOHMWIOPMHZOM.

. [TanueHTamM ¢ HEBPOJIOTMYECKOM CHUMIITOMAaTUKON PEKOMEHAYeTCsl IIPOBEICHUE MAarHUTHO-
pe3oHaHcHo# Tomorpaduu (MPT) ronoBHoro mMo3ra B JUHaAMUKE 110 MOKA3aHUAM C LI€JIbIO BbISIBICHUS

aTOJIOTMYECKMX M3MEHEHHU B rojoBHoM mo3re [4, 60, 92, 100, 101].

YYP-B, Y]] -23)

KomMeHTapuu: npu Heobxooumocmu npo8ooumcs HapKos.

. PexoMeH10BaHO TIPOBEICHIE AICKTPOKapauorpaduu U 3xokapauorpaduu namueHTam ¢ bB ¢
LICITBIO BBISIBIICHHS [TATOJOTMH CO CTOPOHBI cepama [100, 135].

YYP-C, Y11 -4)

KoMMeHTapuu: Mmo2ym GblsA6IsAMbCSA SUNEpmMpodus 1e6020 HCeLYOOUKA UM 000UX JHCeTYOOUKO8,
pannssn penoaapuzayus, denpeccus ceemenma ST, ungepcus 3y6ya T u pasiuunvle apummuu.

° PexoMeH10BaHO BceM IMaIMEHTaM JUCIAHCEPHBIM MpUeM (OCMOTpP, KOHCYJbTAIWs) Bpada-
o rargpMoIora €XeroJHo ¢ OCMOTPOM IIPH MOMOIIH MiesieBoi jamibl (BuoMukpockonus rinasa) s
OLIEHKH COCTOSIHUS opraHa 3penus [3, 4, 31, 44].

(YYP - C, VIIJI - 5)

o PexoMeH10BaH MyJIbTUAMCUUIUIMHAPHBINA TOAX0 K HAOJIIOJCHUIO U JIEYEHHUIO MaueHToB ¢ bB
CHelMaIucTaMu  pasHbIX Mpoduiel (BpauoM-leIuaTpoM, BpadyoOM-TE€pareBTOM, BpayoM oOIien
NPAKTHKH (CEMEWHBIM BpauOM), BpPauOM-TEHETHKOM, BPAauOM-HEBPOJIOTOM, BPauoM-0(TaIbMOJIOTOM,
BpPauoOM-TaCTPOIHTEPOJIOTOM, BpauOM-HEPPOJIOrOM, BpauoM-T€MaToJIOT/ BpauoM JIETCKUM OHKOJIOTOM-
reMaToJIoroM, BpadyoOM-IICHXHATPOM, BpauoOM-IIyJIbMOHOJIOIOM, BPauyOM-KapJAuOJOrOM, MEIUIIMHCKUM
IICUXOJIOTOM, U JPYTUMH MO KJIMHUYECKOH HEOOXOIMMOCTH) C ILEJbl0 OOecreueHHs] KOMITJIEKCHON

Teparuy ¥ CBOEBPEMEHHOM €€ KOppeKIuH pu HeoOxoaumoctu [3].
YYP-C, YA -5)

6. Opranusanus oka3aHusi MeJIUIMHCKON MOMOIIH
THayuenmam ¢ BB, 6 3asucumocmu om Heo6X00UMOCMU, MOdCem DblMb OKA3AHA MEOUYUHCKAS
nomowb 1106020 6uda, Yciosus, Gopmul, NPedyCMOMPEeHHbIX 3aKoHodamenbemeom Poccuiickoii
Dedepayuu.
Huaenocmuxa u mepanus BB y oOemeil ocywecmeénsemcs Ha 0aze Cneyuanu3upoO8aHHbIX
CMAYUOHAPO8 2acmMpOIHMEPOIOSULECKO20 (2ENAMONI02UYECK020) NPOPUILS C NPUBTEUEeHUEM CLe0YIOUUX

cneyualucmos. epav-eacmposnmepoiioe, 6paq-0quaﬂb/w0ﬂ02, epav-Hespoioe, epav-ncuxuamp, epad-
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Heghponoe, 8pau-eemamonoe/8pau-0emckuil OHKOI02-2eMamon0e, 8Pay-Xupype/8payu-0emckuil Xxupype,
MEOUYUHCKUL NCUXOI02 U OPY2UX NPU KIUHUYECKOU HeoOX00UMOCIU.

Ilepsuunas ouacnocmuxa u Hayano mepanuu y Oemeti ¢ BB ocywecmensemca na 6aze
CReYUAnU3UPOBAHHO20 CMAYUOHAPA C 00A3AMENbHOU OYEHKOU Memabonuzma meou, CmeneHu
@Pubpo3uposanus NeYEHOUHOU NAPEHXUMbL U HAPYUWEHUS NCUXOHEBPOLOUYECKUX (DYHKYull, ¢
onpeodeneHuemM NOKA3AHUL OJisl CBOEBPEMEHHO20 BbINOIHEHUS OPMOMONUYECKOU MPAHCNIAHMAYUU
newenu [3, 4, 31, 83, 85].

Koncepsamuenas mepanus npogooumcs Ha 6asze KpyeloCymouHO20 Ul OHEBHO20 CMAYUOHApPA C
00513amenbHLIM KOHMpOoieM 1aO0pamopHsiX nokazamenel u nociedyioujeli npeemcmeenHoCmvio ¢
amOy1amopHbIM 36€HOM 30PAB0OXPAHEHUS.

Cneyuanuzuposannoe Habnooenue ocywecmensemes 1-2 paza 6 200 Ha 6aze KpyanoCcymoyHo20
cmayuonapa unu Ha 6aze OHeBHO20 CMAYUOHAPA ¢ AMOYIAMOPHBIM HAONOOEHUEM NAYUEHMO8 NO
Mecmy JICcumenbCmea epadell CHneyuanucmos. epaia-neduampa/spaia-mepanesma/gspava ooujel
APAKmMuKu (cemeuHo20 6pava) u epaia-eacmpodHmepoo2d npu Ne4éHouYHol U CMEeuwanHol opmax
3a60.1€8aHUSA, 8PAYA-HEBPONIO2A U MEOUYUHCKO20 NCUX0N02a NPU cMeuanHol ¢popme BB.

Ilepsuunas OuacHocmuka, Hauaio mepanuu u HaAOMOOEHUe V 63pOCablX nayuenmos ¢ bB
ocyuecmensaemes Ha 6aze Cneyuanu3upoOBaAHHbIX AMOYIAMOPHLIX UIU CMAYUOHAPHBIX OMOeNeHUll
2aCMPOIHMEPONIOSUYECKO20 (2eNaAmOoN02U4ecKo2o) U (Uii) HePOI0cUYECK020 NPOGUIA.
Pexomenoyemcs pezynsapnoe ambyramopHnoe HabaroOeHue 3a nayueHmamu (ROIUKIUHUYECKUU Npuém
UM OHesHOU CMAYUOHAP) C 20CHUMANU3AYUE 8 CReYUAIU3UPOBAHHYIO KIUHUKY (KpYelocymouHoe

omdeﬂeHue) 6 ciydae paseumusl OCNOHCHEHUL 3a001e8aHU.

7. JonoiHuTeNIbHAS HH(pOpManusd (B TOM Yucjie GaKTOPbl, BJAUSIONINE HA

HCXO0/1 3200/1eBAHUS UM COCTOSTHUSA)

7.1 Ucxoabl 1 MIPOrHO3

BB sBusiercs mporpeccupyromuM 3a00JeBaHUEM H MPU OTCYTCTBUU CBOEBPEMEHHO HAYaTOM
TEpanuy MalUeHThl YMUPAIOT OT OCIOXKHEHUH IHMPPO3a MeueHH u (MIIH) PeKe OT MPOTrPeCCUpPYIOIIeH
HEBPOJIOTHYECKOW cuMOTOMAaTHKU. [Ipu >P(GEeKTHBHOCTH XenaTHOW Tepanmud WIH  YCIEUTHOM
MPOBEJICHUH TPAHCIUIAHTAINH [IEYSHH MPOTHO3 3a00IeBaHMsI OJIarompUsTHBIN.

[Iporro3 mnpu BB cBs3aH cO cTeNeHbIO [EKOMIEHCAIMH TMEYEHOUYHBIX (DYHKIUN, TIKECTHIO
HEBPOJIOTMYECKOW CHMIOTOMAaTUKH W TPUBEPKEHHOCTHIO Tepanuu. HopMmanmuzanus ned€HOYHBIX
GYHKIMA MPOUCXOIUT Ha 1-2 romy Tepamuu ¥ HE MPOTPECCUPYET MPHU IMMOJTHOM BBIMOJHEHUH BCEX
pexomenmanuii. KoHcepBatuBHas Tepanusi HedpdexkTuBHA TNpuU  PYIHBMHUHAHTHOM  TEUEHUU

3aboneBanus. beun paspaboran nmpornocrtuueckuit unaekc bB (Dhawan et al.), cormacHo koTopomy
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olLleHKa cBbllle 11 0amioB cBA3aHa ¢ BBICOKOW BEPOSITHOCTHIO JIETAIBHOIO MCXO/a MPU OTCYTCTBUU
CpOYHOI1 opToTONMYeCcKOi TpaHciuianTaimu nedenu ([Ipunoxenne 12) [47, 86].

HeBponornyeckas cumnromaruka bB nums yactuuHo oOpatuma mpH TEparuy XelaTopaMu U
IIPOBE/ICHUM TPAHCIJIAHTALMK [€YEHHU, YTO CBA3aHO C HEOOPATHMBIM IOPAKEHUEM T'OJIOBHOI'O MO3ra

TOKCHYCCKHUMH KOHICHTpAUAMHA MEIH.
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

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

OrpaHMuYeHue ynoTpedaeHus: IpoAYKTOB, OOTraThIX MEIbIO

Nen/m | Kputepuu olieHKH KayecTBa Ouenka
BBITIOJTHEHUS
BrimonnHeHO wWccenoBaHue YpOBHS IepyJomiasMuHa B kpoBu | Ja/Her
L (pu yCcTaHOBJIEHWU JAMArHO3a ManyeHTam crapiie 1 royma)
5 BrinosiHeHO Uccnen0BaHNE YPOBHS MEIM B MOYE Ha/Het
3 BrimonHen oOmwmii (KITMHUYECKHIA) aHAIU3 KpOBU pa3BepHyThid | Ja/Her
Beimonnen aHanus3 KpOBH ouoxumuueckuit | Ja/Het
4. oO1erepaneBTUYECKUMA (amannHamMuHOTpaHCc(hepasa,
acrmapTaraMUHOTpaHcdepasa, oOumii OuaupyOuH, OMIHpyOHH
CBS3aHHBIH  (KOHBIOTUPOBAHHBIN), XOJIECTEPUH, IEIOYHAs
docdarasza, raMMa-TIroTaMuiITpancdepasa, KpEaTHHMH,
MOYEBHHA, 00IIMIi OeJIOK, albOyMUH)
Brimonnaena koarymorpamMma (OpueHTHpOBOYHOE wuccienoBanue | Jla/Her
S. CHUCTeMbl  remocrasza) (ompeaeneHHE  HPOTPOMOMHOBOTO
(TpoMOOMJIaCTUHOBOI'O) BPEMEHM B KpPOBHM WIM B IUIa3Me,
ONpeIeTICHUE MEXAYHAPOJIHOIO HOPMAIM30BAHHOTO OTHOLIEHUS
(MHO))
BrimonHeHo ynbTpa3ByKOBOE HCCeNOBaHHE OpraHoB OpromrHoit | JJa/Her
6. NO0JIOCTH (KOMIIJIEKCHOE)
- BI)IHOJ'IHCHV npueM (OCMOTp, KOHCyJbTalus) Bpada-HeBposiora | la/Her
MEPBUYHBIN
3 Boinonnen mnpuem (ocMOTp, KOHCynbTalus) Bpaya-reHetuka | la/Her
' MIEPBUYHBIN (ITPH YCTAHOBICHUH TUAarHO32)
BeimonreHo Ha3HaueHWe TEHHIWUIAaMHUHA** w/miam  nwmHKa | Jla/Her
9. cynbdara (B 3aBUCMMOCTH OT MEIUIMHCKUX TOKa3aHUH U MpHU
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BBITIOJTHEHUS
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5 BeIntonHEHO HecneaoBaHue YPOBHS MEU B MOYE Ha/Het
3 BrimonHen o6muii (KIMHUYECKUi) aHamu3 KpoBH pazBepHyThiil | Jla/Her
4 Beimmonsen aHaIu3 KpOBHU ouoxumuueckuit | la/Het
' oO1ierepaneBTHUECKUI (amannHamMuHOTpaHCcdepasa,
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docdarasa, ramMmMma-TJIIoTaMuiITpancdepasa, KpEaTUHWH,
MOYEBHHA, 001U OeJIOK, aTbOYMHH)

BeimonHeHa koarynorpamMma (OpHEHTHPOBOYHOE HCCIICAOBAaHUE
CUCTEMBbl ~ remocTa3a)  (ompeneieHue  MPOTPOMOMHOBOIO
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OTIpeNieNIeHue MEXIYHAPOJHOTO HOPMAJIM30BaHHOTO OTHOLICHHS
(MHO))

Ha/Her

BrinonHeHo ynbTpa3ByKOBOE HCCIEIOBAHUE OPraHOB OPIOIIHOM
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BrimonHeHa MarHUTHO-pE30HAHCHAsE ToMOTrpadus TOJIOBHOTO
Mo3ra (IIpy HaJIMYUU HEBPOJIOTMUECKUX CHMIITOMOB)

Ja/Her

BrimmontHeHO Ha3HaueHWEe SIUMUHANMOHHOW muethl (D) —
OTpaHWYCHUE YIOTPEOICHUS TPOAYKTOB, OOTAaThIX MEIBIO

Ha/Her
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IIEHTP HEBPOJIOTUMY, YJieH 00pa3oBaTebHOro komuTeTra EBporneiickoit cexiun International Parkinson and
Movement Disorder Society, 4jgeH Hay4yHOW MaHeNIM MO JBUraTeNbHBIM paccTpoiictBam EBpomeiickoit
akanemun HeBposoruu (EAN)

CenumizsinoBa JInaus Po6eproBHa — K.M.H., 3aBeayromas otaenom HUU neauarpuu u oxpansl 310pOBbs
nereit HKL[ Ne2 ®I'BHY «PHIIX um akan. b. B. [letpoBckoro», gomeHT kadeapsl nequaTpuu U AETCKOM

pesmatonorun ®I'AOY «llepeeiit MI'MVY um. .M. CeuenoBa» Munsgpasa Poccun (CedeHoBckuii
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YHuepcurer), goueHt kadenaps! daxynprerckoit neauarpun GI'AOY BO PHUMY um. H.U. TTuporosa
Mumnznpasa Poccun, unen Corosza nenuatpoB Poccun

CxBopuosa Tamapa AHapeeBHA — K.M.H., [JIaBHbIH BHEIUTATHBIN JETCKUH CIIEUAINCT FaCTPO3HTEPOIIOT
JenapramenTa 3apaBooXpaHeHuss I'. MockBa, pykoBoauTedb LleHTpa AETCKOM TracTpOIHTEPOJIOTMH U
Hentpa B3K, 3aBeayromas ornenenrem ractposnteposiorun ['bY3 «Mopo3oBckasi aeTckas ropojckas
KImHU4ecKas 6onbHua J[3M»

CMmupHoBa Ouibra SIkoBijieBHa — Bpau-T€HETHK, CTApIINN HAYYHBIH COTPYJHHUK OTJIENa CTaHAAPTHU3ALUN
YW M3Yy4YCHHUs OCHOB jAokaszarenbHo memuuuubl HUW neamatpum u oxpansl 310poBbs aeted HKI[ Ne2
OI'bHY «PHIX um akazn. b. B. IlerpoBckoro»

CtpoxoBa TaTesina BukropoBna — 1.M.H., mpodeccop PAH, 3aBenyromas oTaeneHueM e IHaTpruIecKoi
racTposHTeposioruu, renatosioruu u guerepanuu Knnanku ®I'BYH "OUIL] nuranus u buorexHomoruun"
Cy000oTun JImutpuit Muxaiaosny — Bpau-reHeTuk @PI'BHY «Menuko-reHeTnueckuii Hay4Hblil HEHTP
uM. akagemuka H. I1. boukoBay, wien Accounanuy MEAUIIMHCKUX T€HETUKOB

CypkoB Anapeii HukonaeBu4 — 1.M.H., 3aBEIYIOLIUN OTIEJICHUEM TaCTPOIHTEPOJIOTUU I JIeTel
cTaluuoHapa [uisl JeTeH, 3aBEyOIIUI OTAEIOM HayYHbIX OCHOB JIETCKON TaCTPOIHTEPOIIOTUH, IE€AaTOJIOT MU
u Merabonudeckux Hapymenuit HUW nenuarpun u oxpansl 310poBbs aeteid HKI[ Ne2 ®I'BHY «PHIIX
uM. akan. b.B.IlerpoBckoro», mpodeccop kadenpsl (akyabTEeTCKOW NeIuaTpuu IMeAUaTPHUECKOTO
¢akynprera PI'AOY BO PHUMY um. H.U. ITuporosa MunsapaBa Poccun, unen Coro3a neauarpon
Poccun

CyxanoBa Harenna BaxTtaHroBHa — pyKOBOAMTENb aHUPUIUIHOIO IEHTPA, HAy4YHbIN coTpyaauk HUN
nenuaTpuud U oxpasbl 370poBbs neteil LIKb PAH, Bpau odrambmoror, uieH accouuanuu JEeTCKUX
odransmonoros Poccuiickoit ®enepanuu, wien Coro3a neauatpo Poccun

Tenaes Pycram ®apupoBu4 — J.M.H. 3aBEIyIOUIUMN peaHMMalMed W MHTEHCHBHOW Tepanuu PI'AY
"HaunoHanbHbIl MEIMUMHCKUN HCCIEAOBATEeIbCKUN LIEHTp 340poBba jaereil" MunzgpaBa Poccun,
npodeccop kadenpsl memuatpuu U netckoit peBmaronorun PIAOY «lepswiit MIMY um. U.M.
CeuenoBa» Munszapasa Poccun (CeueHOBCKUIT YHUBEPCUTET)

®enoceenko Mapuna BiaaaguciaBoBHa — K.M.H., 3aBe1yIOLIas OT/AEIOM pa3pabOTKU HAYYHBIX OJIX0JI0B
K MMMYHHU3allUU TMalMEHTOB C OTKJIOHEHUSIMU B COCTOSIHUU 37I0POBbS M XPOHHYECKUMHU OOJIE3HSAMH,
BEIyIIUI Hay4yHbIl cOTpynHUK, Bpad-neauatp HUM nenmatpum m oxpansl 310poBbs aered HKILL Ne2
OI'BHY «PHIIX um akan. b. B. TletpoBckoroy, nomeHT kadeaps! GpakynpTeTckoi neauarpun @I'AOY BO
PHUMY wum. H.W. IIuporosa Munszapasa Poccun, unen Coroza neauatpos Poccun

XaBkuH AHaToamiit MiibM4 — 1.M.H., [1aBHBINA Hay4YHBIH COTPYIHUK OTxAena ractpo3Hreponoruun OCII
HayuHo-Hccae10BaTeNbCKOro KIMHUYECKOIO0 MHCTUTYTAa neauarpuu uM. akagemuka lO.E.BenpTuimesa

OI'AOY BO Poccuiickuii HalUMOHAJIBHBIM HMCCIEAOBATEIbCKUA MEAUIMUHCKAN YHHBEPCUTET WM.
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H.N.ITuporoBa Munznpasa Poccuu, [Ipencenarens obmecTBa 1eTCKUX TaCTPOIHTEPOJIOTOB, TEMaTOIOTOB
Y HyTPULIKOJIOTOB
Aemopbt noomeepicoarom omcymcmeue QUHAHCOB0U NOO0EPHCKU/KOHGAUKmMA UHMEPecos,

KOMmMOopbwlit HeodXo0umo ooHapooosams.
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IIpunoxenue A2. Meron0Ji0rus pa3padoTKi KJIMHHYECKHUX PEKOMEH A i

Knunuueckue pexomenoayuu co30ambl HA OCHOBAHUU COBDEMEHHBIX MEHCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOayuUll no OUASHOCMUKe, IeYeHUIO U 86e0eHUI0 NAYUEeHmMOo8 ¢ OoNe3HbI0 Bunvcona.
bonesnv Bunbcona omuocumcsi K peOKUM HACIEOCMBEHHbIM 3A00]1e8AHUAM, YMO UCKIIOYdem
B03MOJNCHOCb  NPOBEOEHUSL  OONLUIUX KO2OPMHBIX U  PAHOOMUSUPOBAHHLIX — KOHMPOIUPYEMBIX
uccneo008anuil U Oas CO30AHUSL NPOMOKONO08 OUACHOCUKU U Mepanuu UCHOIb3VIOMCSA UL

memamuy4ecKkue uccie008anus IKCcnepmoe, 0ny6ﬂuK060HHble 6 nocieoHue 08a OecImuiIenmusl.

LeneBasi ayiuTopus JaHHBIX KJIMHUYECKUX PeKOMEHIaMii:
Bpaun-racrposureponoru

Bpauu-neguatpsl

Bpauu-neBpoioru

Bpauu o01mieit BpaueOHOM PaKTUKH (CEMEHHBIC BpayH )
Bpauu- TepanesTsl

Bpaun-renetuku

Bpauu ynbTpa3ByKkoBOM TMAarHOCTUKU

Bpaun-nabopaHTbl

© © N o g k~ w DN E

Bpaun-natonoroaHaTomsl
10. Crynentsl MmenuimHcKkux BY30B

11. Obyyaromuecs: B OpAMHATYPE U UHTEPHATYPE

Metoabl, ucnoJib3yemble 111 cOOpa/ceIeKIIUN J0KA3aTeIbCTB: TTOUCK B DJIEKTPOHHBIX 0a3ax
JaHHBIX.
Tadauua 1.11lkama oreHku ypoBHEH TOCTOBEpHOCTH nokazaTenbcTB (Y J1)mis metonos
JMAarHOCTUKY (JIMarHOCTUYECKUX BMEIIATENIbCTB)

YA Pacun¢pposka
1 Cucremarndeckue 0030pbI HCCIAEAOBAHUN C KOHTPOJIEM PEPEPEHCHBIM METOJOM WIIN

CUCTEeMAaTUYeCKUN  0030p pPaHIOMHM3UPOBAHHBIX  KIMHUYECKHUX  HCCIEIOBaHUN ¢
IIPUMEHEHNEM METa-aHaau3a

2 OT,Z[CJIBHBIC HUCCIICAOBAHUA C KOHTPOJIEM pe(bepeHCHBIM METOJOM HIIM OTACIBHBIC
PaHAOMHU3UPOBAHHBIC KIIMHUYCCKUC HCCICA0OBaHUA n CUCTCMATHNYCCKUC O630pBI
HCCIIeOBaHU 1000r0 HHSaﬁHa, 3a HCKIIIOYCHUCM PAHAOMH3UPOBAHHBIX KIIMHUYCCKUX
HCCHGHOB&HHﬁ, C IPpUMCHCHHUEM METa-aHalin3a

3 HccnenoBanust 0e3 TOCIENOBAaTEILHOTO  KOHTPOJS  pe(EepeHCHbIM METOIOM WM
UCCIIeIoBaHMs ¢ peepEeHCHBIM METOJIOM, HE SIBJISIFOIMMCS HE3aBUCUMBIM OT MCCIIEyEMOTO
METOAAa WM HEPaHJOMHU3HUPOBAHHBIE CpPaBHUTEIbHBIC MCCIEJOBAHUSA, B TOM YHCIE

KOTOPTHBIC UCCICIOBAHUS
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HCCpaBHI/ITCHBHBIG HCCIICA0BaHNUA, OITMCAHNEC KIIMHUYCCKOTO ClIy4das

HmeeTcs nuiib 000CHOBAHKME MEXaHHU3Ma IICfICTBHSI HJIM MHCHUC SKCIICPTOB

Tabdauma 2.11lkana OLEHKH YpOBHEW JOCTOBEpHOCTH pAokasarenbcTB (Y/Jl) mis meromos

NpoPUITAKTUKH, JIeYeHUs W peabmmmranuu (MpodUIaKTHUYECKUX, JICUCOHBIX, pPeaOHIUTAIMOHHBIX

BMEULIATEIbCTB)
YA Pacundposka

1 Cuctematnueckuii 0630p PKU ¢ npumeHeHnemM meTta-aHanmn3a

2 | Ormenbabie PKUM wm cuctemarmueckue 0030pbl  HCCIEAOBaHUN JIFOOOTO JM3aiiHa, 3a
uckirouenrnem PKH, ¢ npumenenneM Mera-aHanusa

3 | HepangomusupoBaHHbBIC CPAaBHUTEIHHBIC UCCICAOBAHUS, B T.4. KOTOPTHBIC HCCIICIOBAHUS

4 | HecpaBHUTENbHBIE HCCIENOBAHUS, OMUCAHHE KIMHUYECKOrO cliyyass WJIM CEpUU CIy4aes,
MCCJICIOBAHUS «CITYYaii-KOHTPOJIbY

5 | Umeercs numib 0OOCHOBaHME MeEXaHHM3Ma JICHCTBUS BMEIATENbCTBA (JAOKIMHUYECKHE
WCCJICIOBAHMS) WJIM MHEHHE DKCIIEPTOB

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

HpO(i)I/IJ'IaKTI/IKI/I, JUArdHOCTUKH, JICUCHHA U pea6I/IJ'II/ITaI_II/II/I (HpO(i)I/IJIaKTI/I‘leCKI/IX, AUAarHoCTHYCCKHUX,

Je4eOHBIX, peaOMIUTAIIHOHHBIX BMEIIATEIHCTB)

YYP Pacuugposka

CunbHas pekoMeHanus (Bce paccMaTrpuBaeMble KpUTepuu 3 PEeKTUBHOCTU (MCXO/IbI)
SABJIIIOTCA BaXXHBIMU, BCC MCCJICAOBAHUSA MMCIOT BBICOKOC MJIU YAOBJICTBOPUTCIILHOC
METOJI0JIOTUYECKOE KAa4ECTBO, MX BBIBOJBI IO MHTEPECYIOIIMM HCXOJaM SBISIOTCA
COTJIaCOBAaHHBIMH)

VYcnoBHas pekoMeHaalus (HEe BCE paccMaTpuBaeMble KpUTEpHHM 3(P(GEKTUBHOCTH
(Mcxonpl) SIBIAIOTCS BaKHBIMHM, HE BCE HCCIEIOBAaHUS HUMEIOT BBICOKOE WU
YJIOBJIETBOPUTEIBHOE METOJOJIOTUYECKOE KAueCTBO W/WJIM HUX BBIBOJBI 10
MHTEPECYIOIIMM UCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

Cnabas pexoMeHpanusi (OTCYTCTBHME JIOKa3aTENbCTB HA/JIEKAIEro KauyecTBa (Bce
paccMmarpuBaeMble KpUTEpUH 3(PPEKTUBHOCTH (MCXO/bI) SIBISIFOTCS HEBaXKHBIMH, BCE
UCCIIEIOBaHUsI HMMEIOT HH3KOE€ METOJNOJIOTMUECKOE KadeCTBO M HX BBIBOABI IIO
MHTEPECYIOIIMM HCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEeKOMEH/Ialuii.

MexaHu3M OOHOBIICHUS KIMHUYECKUX pCKOMCHI[aL[I/Iﬁ npeayCcMaTpuBacT UX CUCTEMATUYCCKYIO

AKTyaJIn3allui0 — HE PCKE 4YEM OMH pPas3 B TpU roJia, a TaAKKE IIPH MOABJIICHUHU HOBBIX TaHHBIX C ITIO3UITUN

JIOKaSaTeHBHOﬁ MCIUIMHBI 110 BOIIpOCaM JUArHOCTHUKH, JICUCHUA, HpO(l)I/IJ'IaKTI/IKI/I n pea6I/IJ'H/ITaIII/II/I

KOHKPCTHBIX 38.6OJ'ICB8.HI/II71, HaJIMYUHA 000CHOBAHHBIX HOHOHHCHHﬁ/3aManHHI>'I K paHEC YTBCp)K,Z[éHHBIM

KP, Ho He yaie | pa3a B 6 MecsLEB.
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IIpuioxkenue A3. CipaBo4Hbie MATEePHAJIbI, BKJIKYAas COOTBETCTBHE OKA3AHUI K
NMPUMEHEHUI0 U TPOTUBONOKA3AHUIA, CTIOCO00B NMPUMEHEHUS U /103 JIeKAPCTBEHHbIX

NnpenaparoB, HHCTPYKIHMH N0 MPUMEHEHHUIO JIEKAPCTBEHHOT 0 Npenapara

IIpunoxenue A3.1 CsizaHHbIE JIOKYMEHTbI

HOpﬂ}IKI/I OKAa3aHUA MeJIUIMHCKOI MOMOILM:

[Ipuka3 MunucrtepcTBa 34paBoOXpaHeHHs U colanbHOro pazsutus PO ot 16 ampens 2012 r. N 366H

"O6 yrBepxkaenuu [lopsaka okazaHus neguaTpuyeckoi nomouu"

[Ipuka3 Munucrepcrsa 3apaBooxpanenust PO "O06 yrsepxaenuu [lopsiika okazaHuss METUIIMHCKON
MTOMOIIH OOJIBHBIM C BPOKJICHHBIMU U (WJIM) HACJIEACTBEHHBIMH 3a00sieBaHusAMU" OT 15 HOs0pst 2012

r.N917u
IIpoune 10KYMeHTbI, HA OCHOBAHHHU KOTOPbIX pa3padoTaHbl KIMHNYECKHEe PeKOMEHIaAuH

1. [Ipukaz MunucrepcTBa 3apaBooxpaneHusi Poccuiickoit @enepanuu ot 14 auBaps 2019
r. N 40 «O0 yTBep:K/IeHUHU MOpsiIKa Ha3HAYEHMsI JIEKApCTBEHHBIX MpenaparoB, (JOpM peLenTypHBIX
0JIaHKOB Ha JIEKapCTBEHHbIE Ipenapathl, mopsaka odopmiieHUs yKa3aHHBIX OJAaHKOB, UX y4yeTa U
XPaHEHUs»

2. Pacnopspxenue [1paButensctBa PO ot 31 gexalpst 2018 r. Ne 3053-p «O6 yTBepxkIeHUN
nepeyHell MEIUIUHCKUX W3JEIUi, UMIUIAHTUPYEMBIX B OpraHW3M 4YelloBeKa NpHU OKazaHUU
MEAMIIMHCKON MMOMOIIM B paMKaxX MpOrpamMMbl T'OCYIapCTBEHHBIX TapaHTHH OECIUIaTHOTO OKa3aHUs
rpakaHaM MEIULMHCKOM IMOMOIIM M OTIYCKaeMbIX IO pelenTaM Ha MEAWLMHCKHE HU3JeNus Npu
NpeOoCTaBIEHNH HAaOOpa COLMAIBHBIX YCITYT»

3. MexayHapoaHas kiaccudukanus Ooyie3Hell, TpaBM M COCTOSIHMM, BIUSIOIIMX Ha
3popoBbe (MKB — 10);

4. [Tpuxaz M3 P® ot 20 nexalpst 2012r. Ne 11831 «OO0 yTBepkIe€HUH HOMEHKJIATYpHI
JOJDKHOCTEH MEUIIMHCKUX paOOTHHUKOB M (papMalieBTHUECKUX paOOTHUKOBY.

S. [Tpuka3 M3 PO ot 23 utomnst 2010 r. Ne 54 11. Enunblit kKBaJIM(UKAIMOHHBIN CIIPABOYHUK
JOJKHOCTEH  pyKOBOJUTENEH, CIENHaJMCTOB U chOyXammx, pasfaen KsanuduxarnuoHHsle
XapaKTepUCTHKU JOJKHOCTENH paOOTHUKOB B cpepe 3jpaBOOXpaHEHHUS.

6. ®epnepanbHblil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeCEHUU U3MEHEHUH B CTaThIO
40 ®denepanpHoro 3akona "OO 00s3aTeTFHOM MEIUIIMHCKOM cTpaxoBanuu B Poccuiickoit deneparun’
n @enepanbHblii 3ak0oH "OO OCHOBaxX OXpaHbI 30pOBBs TpaxaaH B Poccuiickoit deneparuu” 1mo

BOIIPOCAM KJIIMHUYECKUX PEKOMEHIALUN.
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7. [Tpuka3z Munzapasa Poccun Ne 103n ot 28.02.2019 1. «O06 yTBEepKaeHUU TOPSIKA U
CPOKOB pa3palOTKH KJIMHUYECKUX PEKOMEHJAINH, UX MEePecMOTpa, THUIOBOH (OPMBI KIMHUYECKHX
pexoMeHaanuil 1 TpeOOBaHUM K UX CTPYKTYpE, COCTaBY M HAy4YHOW 0OOCHOBAHHOCTH, BKIIFOUAEMOW B
KIIMHUYECKHE PEKOMEHIalluu HH(POPMAITUI.

8. [Tpuka3z Munznpasa Poccun ot 13.10.2017 N 8041 "OO6 yTBEep>KIeHUH HOMEHKJIATYPhI
MEIUIIUHCKUX YCIyr".

9. [Tpuxa3z MunuctepcTBa TpyAa U couaibHoi 3amuThl PO ot 27 aBrycra 2019 r. n 5851
"O knaccuukanMAX W KPUTEPHSIX, MCIONB3YEMbIX IPHU OCYIIECTBICHHUH MEIUKO-COLUaIbHON
JKCIEPTU3bl TpaxaaH ¢eaepaibHbIMU TOCYJAPCTBEHHBIMH YUPEXKICHUSAMU MEAUKO-COIUAIBHOMN
AKCIEpPTU3bI".

10. IIpukas MuHuCTEpCTBAa 3APAaBOOXPAHEHHS M COLMAIBHOIO pasBUTHs Poccuiickoin
Oeneparn «O  MOpAIKEe NPUMEHEHUS JIEKApPCTBEHHBIX CPEACTB Yy OOJBHBIX IO KU3HEHHBIM
nokazaHussM» ot 9 asrycra 2005 r. Ne 494

11. HudopmanuonHoe mnucbMo Mun3gpaBa Poccum 1o  BO3MOXKHOCTH — 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/

OcHOBHBIE HOPMATHBHO-NIPABOBBIE AKThI, PEeryJIHPYIOIIHe OKA3aHUe
NAUTHATUBHON MeIMUMHCKOI MOMOIIU

1. ®epepanbubiii 3akoH "O BHeceHHM u3MeHeHH B DenepanbHblil 3akoH "OO0 OCHOBax OXpaHbI
310poBbsl rpaxkaaH B Poccuiickoit ®enepanuu" mno Bompocam OKa3zaHHWs NaJUIMATUBHOU
MemunuHckor momomu” ot 06.03.2019 Ne 18-D3.

2. Ilpuxa3z MwunzapaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «O0
YTBEP)KJICHUH TIOJIOKEHUSI 00 OpraHu3aIiiy OKa3aHWs MaUIMATUBHOW MEIMITMHCKOW MOMOIIIH,
BKJIIOYAs MOPSAJOK B3aUMOJECHCTBUS MEIUIIMHCKUX OpraHU3alMi, OpraHu3aluil cOuaIbHOTO
oOcnyXuBaHUS W OOIIECTBEHHBIX OOBEIMHEHM, HWHBIX HEKOMMEPUYECKHUX OpraHu3alu,
OCYIIECTBIISIOLIUX CBOIO JEATEIBHOCTh B cpepe OXpaHbl 370POBbSI».

3. Ilpuka3z MunszapaBa Poccun Ne 348H ot 31 mas 2019 roma «OO0 yTBEp»KIAEHHM IEpEUHS
MEIUIMHCKUX U3JIeIUH, MpeHa3HAaYEHHBIX AJisl MOJAEp>KaHUusl OPraHOB U CHCTEM OpraHu3Ma
YeJI0BeKa, MPEJOCTABISIEMBIX JJIsl UCIIOJIb30BaHUS Ha IOMY».

4. Tlpuka3z MunzapaBa Poccum Ne 505u ot 10 wumrons 2019 roma «O6 yrBepknenun Ilopsiika
nepefaud OT MEIUIIMHCKOM OpraHu3aluy MalueHTy (ero 3aKOHHOMY IPEICTAaBUTEINIO)
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MEIUIIMHCKUX H3JEINH, TpeIHa3HAYCHHBIX ISl TOAIepKaHusi (PYHKIIMH OpraHoOB U CHCTEM
OpraHu3Ma 4YeJIOBEKa, /ISl UCTIOIb30BAHMS Ha IOMY IIPU OKa3aHUU NAJJTMATUBHON MEIUIIMHCKOMN
ITOMOIIIHY.

5. IIpukaz M3 P® Ne 831 ot 3 oktsa0ps 2019 roga «O0 yTBEp>KI€HUH BEIOMCTBEHHOM IIEJICBOM
nporpamMmsel «Pa3BUTHE CHCTEMBI OKa3aHMS MAJUTHATUBHOW MEIUIIMHCKOM TTOMOIIIH.

Ipumepoi OUACHO308.

o bonesuv Bunvcona, neuenounas popma. L{uppos neuenu.
bonesnuv Bunvcona, cmewanuas ghopma, pueuoHo-apummozunepkunemuyeckas gopma. Luppos

nevyeru.

Ipuiaoxkenue A3.2 Kinuanvyeckue npusnaku bB

KinuHnyeckue npu3Haku [TposiBieHus
ooJie3uu Bunbcona

I'enatomeranus

[loBpllIEHNE AKTUBHOCTH NIEYEHOUYHBIX TPAHCAMUHA3
CrearorenaTut

@yIbMUHAHTHBIA F€NATUT

Octpas neueHo4Hass HEJOCTaTOUHOCTh C TEMOJIM30M
IlopranbHast runepTeH3us: BapUKO3HBIE BEHBI NUIIEBOJA,
CIJIEHOMET M, TPOMOOLIUTOTIEHUS

uppo3 neyenun

JlBurarenbHble  HapyuieHuss  (Tpemop,  JAMCTOHWUS,
MapKUHCOHMU3M, XOpesl, aTaKCHsl)

CnroHoTeueHue

Juzaprpus

Hucharus

JlucToHn4YecKue NpUCTYIIbI

[IceBnoOynbp0apHbIi CUHIPOM

Henpeccust

TpeBoKHBIE pacCTpOCTBA

PacTopmoskeHHOE moBeEHNE

KoruutusHsle HapyeHus

N3menenns nuyHOCTH

[Icuxo3

[Topaxenue neyeHn

[Topaxenue [THC

HCI/IXI/IanI/I‘-IeCKI/IC
CUMIITOMBI
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[Topaxenne npyrux cucreM

e Odransmonorus: konelia Kaitzepa-dueiimepa, «MemxHas»

KaTapakTa
e [I'emoimuTHUecKas aHEMUSA

e Jlepmarosoruueckue MposBICHUS: rody00e OKpalluBaHUe
HOT'TEBBIX JYHOK, THIIEPIUTMEHTAIUS KOKU HOT

e [latonorus nouyek: aMMHOALUAYpPHUS, HEPPOIUTHA3S

e [laronorus ckenera: paHHUH OCTEONOPO3, APTPONATHS

[Topaxenue cepana: KapAUOMUONATHS, HAPYIICHUS PUTMA

e [lankpeaTurt, )keT4HOKAMEHHAasi O0JIE3Hb
e ['mnonapatupeos, TMraHTU3M
e Hapymenne  MeHCTpyalbHOTO  LWKJIa,  Oecruioaue,
TTOBTOPHBIE BHIKHJIBIIITN
IIpuioxkenue A3.3 Iluarnocrudeckue kpurepuu bB (mpuunHbI
JIOKHOOTPHUHATEC/IBbHBIX H JOKHOIIOJI0KUTEC/IbHBIX pe3yanaTOB)
Tect HN3mene | IIpuYMHBI JIOKHOMOJIOKUATETbHBIX IIpuunHbI
HHS NIPH pe3yJbTaToB JIO’KHOOTPHIATEIbH
00J1e3HI bIX
Buanbco pe3yJbTaToB
Ha
Uccnenosanne Menee bone3nr MeHkeca, IeueHOIHAS
YpPOBHS 20 mr/mon HEJI0CTaTOYHOCTh, MaJIbabCcopOIIHs,
LepysoIa3sMuHa JUIMTEIbHOE apeHTepalibHOe nuTanue, | OcTpoe BocnaneHue,
B KpOBHU reTEPO3UTOTHOE HOCUTEILCTBO TUIIEPICTPOT€HEMHUS,
[aTOTE€HHBIX BapuaHToB B ATP7B, OepeMeHHOCTb,
anepyJIoIIa3sMUHEMUS, OITYXOJIH
He(POTUYECKUI CUHIIPOM, IETCKUN
BO3pacT MeHee 2 JIeT
Konbna Kaitzepa- | [Ipucyre XPpOHHUYECKHE XOJIECTATUYECKUE Pannue cragumn
Quelimepa TBYIOT 3a00J1eBaHUs IEUECHH, HEOHATAJIbHBIN 6one3nu Bunbcona,
X0JIeCTas ne4€HOYHbIE (POPMBI
6osie3HM Bunbcona
UccnenoBanue | bonee 50
YPOBHS MEZIU B MKI/CYT BeccHMIOTOMHOS
Mo9e . . TeyeHue OOJIE3HN
XpOHUYECKU aKTUBHBIM reNaTuT,
Bunbcona, panaue
HUccaenosanue Bonee XPOHHHCCKUC XOIICCTATHICCKHIC craauy 0OJIe3HU
3a00JIeBaHUs TICUCHH, 3arpsi3HEHUE
YPOBHS MEZU B 1600 Bunbcona,
Me/IbI0 TPOOBI MOYM WJIM Tapbl U3BHE
Moue Ha QoHe MKT/CyT XeNnaTupyromas
MEeHUIWILIaMUHA™ Tepanus
*
(500 mr x 2 paza)
bonee BryTtpuneu€nounslil xonecras, XenaTupyromas
KonnuectBenHoe 250 Yactuunas Ounuapnas arpesus, [1BL], Tepanus,
COJIEpKaHUE MEIU MKT/T I[ICX HEI0CTaTOYHBIN
B TKaHU NEYECHU Nuauiickuil AeTCKUil (uppo3 oOpa3zer; neuéHOYHOM
Nnuomatnueckuii TOKCUKO3 MEIBIO TKaHU
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IIpunoxenue A3.4 /lnernueckue pekomenaanuu npu bB

NPOAOYKTbI, KOTOPbIX CNEOQYET U3BErATb
nnn YNOTPEBENATb C OCTOPOXHOCTbIO,
MNOTOMY YTO OHU OYEHb BEOTATbI MEABIO:

BanesHb BunicoHa-KoHosanosa SBIISCTCS
TEHETHYECKHM 3a0oneBaHHeM, TIPUBOJIAIIIEM K
AHOMAJIbHOMY HAKOTUICHHUIO MCJIH B Pa3/IMYHBIX OpraHax, B
OCHOBHOM B IICYCHH, MO3I'C U paay’KKe Iiasa.

D10 3aboneBanue, 11 KOTOPOro y HAC eCTh IQPeKTHBHDBIE
METO/bl  JICYEHHMS, I[1O3BOJAIOIINE YCTPAHUThH H30BITOK
MEJIH B OpraHu3Me.

TIpn HOpManbHOI jJueTe 4enoBek MoTpediseT 0Koao 3r Meau B
JIEHb.

[1pn Gone3un Bunbcona-KoHoBamoBa HEOOXOAMMO COKPATUTh
KOJIMYECTBO HOTPEOIsIeMO ¢ MULIeH MeH:

- 00 MeHee YeM 1 Mr B CyTKU B Hauare neveHus

[ pakmuyeckue coeemst

* [1podyKms| U3 3er1eHOL KOMOHKU paspeweHs!

* [1podyKmsI U3 X emoll KOIOHKU HYX HO yrompebisime e

Best meuens (HanpuMep, Kycodek Tensubeil eueHn
MOXeT cozepKkarhb 10 18 mMr mean)

TeMHBIH 1I0KOJIAJI: COJIEPIKAHNE MEJIH B IOKOIAIHBIX
TIPOAYKTAX 3aBHCHUT OT MPOIICHTA KaKao.

Jleuenne coueraer B cebe mpenaparsl (D-neHumunamu, UYem BBILIIE TPOLEHT KAKa0, TEM BhIIIEe Oyaer

TPHEHTHH, IIpenaparbl LHHKA), KOTOPble HEOOXOAUMO YMEPEHHOM Korudecmee coziepKaHUe MEIH B IPOIYKTE.
NPHHMMATh Ha NPOTSKEHMH BCeil JKM3HHM HENpephIBHO, H * [Tpodykmoe u3 opark esoll U KpacHOL KOIIOHOK criedyem KaKao-TIOPONIOK M YepHbIil IoKoIaz (coeparmit
JIMETY C HU3KHM COJCPKAHHEM MEJIH. usbezame 6outee 60% Kakao) He PEKOMEHIYIOTCS.
-[0 MeHee 3 Mr B CyTKW, Korpa 3abonesaHue cTabunsHo Hexotopast psiba 1 MOPEnpOIyKThI
Heﬂb ITOro mnocrepa — J1arb Bawm coser 1o OrpaHH4YEHUIO KOHTpmMpyeTm APHXHC, MHH/1a]1b, HEKOTOPBIC OPEXHU

AJIKOroJb

TMumiessie 1o6asku: Ecin y Bac ecTh npobnemsl ¢
AnmneTUTOM WIIH TTOTEPs BECA, BAll Bpa4 MOXKET
Ha3HA4YUTh BAM NIEPOPAJIbHBIC ITHIICBBIC ,ElDGaEI(l/L
Bynpre ocToposKHbBI, HEKOTOPBIE J0OAaBKU GOraTsl
MEJIBIO.

KOJIMYECTBA MEAM B  palMOHE
cOanaHCHPOBAHHOTO MHTAHMS.
PasnuyHble  TPOAYKTHI (MOJOKO, Msico, pbiOa, OBOLIH,
(bpyKTBI, HAMUTKH U T.1.) TIPEACTABICHbI B COOTBETCTBHH C
COJIepKAHHEM MEJIH.

[ pakmuyeckue cosemsL

* [TPodyKmb1 U3 3eMeHOL KOMOHKU Pa3peuieHbI.

* [1podyKkme! U3 X ermoli KOIOHKU MOX HO yriompebisime 6oree
€80600HO.

* [podyKmeI U3 oparX €80l KOMOHKU OO Hbl yYriompebrsimecs 6
PEAKUX, UCKITOHUMENBbHBIX CIyHasx

* [Mpodykmoe u3 KpacHoLi KOMoHKU criedyem u3bezam.

npH  COOIIONEHHH

3enerias koorka Paspellichinbie  MHLICBHC NPOIYKTH,  COICPAANIC

weree 0,30 wr mean ia 100 T 111 OO M

l'lpn TIEUCHOYHOH HEAO0CTATOYHOCTH U tinoze TICYCHH.
TlorpeGneHne GEIKOB U COMH MOXKET ObITh OrPaHUYCHO B
COOTBETCTBHH C PEKOMEH/IALMAMH BALIEro Bpaya.

Tlocne TpancmianTanyuy neyenn: [auueHT NOCTENEHHO
MOXKET BEPHYTBCA K HOpMaﬂLHOﬁ AUCTE.

Ankoranb -
|
Vnorpe6nenne ankorons HE pekomenayercs, TK.OH nary6Ho
BJIMSACT HA NCYCHb 3
Boma
TutbeBas Bona: MoxeT cozepskath Melb. [Iposepsidte cocTan

HKenras konomka: TIpOAYKTE, KOTOPHIC HYAKHO CCTh C YMCPCHHOCTHIO,
noTomy o omi cozepar or 0,30 10 1 Mr mean Ha

100 r w1 noputio i

Oparvienas KonomKa: TIpOAYKTH CCAYET CCTh HCKIIOMHTEIBHO PEAKO it
W3Gerarh 210 CTaGWAM3AI 3a001€BARI, TOTOMY HTO

onit coxepar ot 110 3 Mr e a 100 © i nopuiio

i BOJIbI CAMOCTOSATEJILHO MIIH C MTOMOIIBIO COOTBET: X
HCTIONHUTENBHBIX opraHoB.(CraHmapt: < 1 Mr Ha JIMTp)

PoznnukoBast Boga: ypoBeHb MEIM MOKET BAPbUPOBATH.

A £

\ -~ ‘i

KpacHas Ko/onka: TIpOIyKTH, KOTODHIX CHIEyeT M3GEraTh, NOTOMY HTO

onit conepaar Goee 3 Mr veu Ha 100 r i nopuiio

mum
(Cranpapr: < 1 Mr Ha JIMTp)
MpogyxTh! MOXHO B JTIOBOM KONUYECTBE C OrPAHUYEHMEM BblBOPOYHO OTKA3ATbCA
<0,30 Mr Megy Ha 100 Mr 070,30 A0 1 Mr Megy Ha 1007 OT 1,803 M Mgyt Ha 100r 2 3 Mr Meay Ha 1001
Hanutkn * MunepanbHas Boaa ¢ rasom (Aqua Minerale, Illnmikns sec, CBATOl HCTOUHHK H JP) * IoKosaHbie HaNHTKH:
* Caiankue rasuposannbie namitin (Coca Cola©, Schweppes© (0,00mg/100ml) K a ka0 VanHouten ©
+ DpyKTOBBIE COKH 1t HEKTAPHI (; ii ii, ad) i, aG0uHbI (*4,8mr/100r), kaxao
W apyrie) Sonoroii apaik (4,55
« Yaii 1 kodpe Mr/100 1)
« Iloxonammie namirin (Kaxao Nesquick (0,20mr/1 cronosoii oke= 20 1)
« Be cBekee, 3aMOpOKEHIOE HITH KONCEPBHPOBAHIOE MACO, MACO 1oMaMIIeHi i AMKoii + Vria (0,46mr/150r) + Cauna nevens (2,5 Mr/100r), « Meuens: TensTuna (or
IITHLLBE 38 HOKTIOUCHIEM YTKH, MACO KOIHKa. « Mouxw (0,68wr/100r), « senykn tomaumedt mruipt (*1,15 Mr/100r) 13 0 18mr/ 100r),
+ CLIPOKOITYEHOE MACO: CATAMH, COCHCKH + Cepaue (ot 0,33ur 10 0,66mr/100r) « Macta w3 Kypunoii niewenn Gapanmna (20,4wr/100r),
« Mawrrer u3 yrunoii neseny (0,38 mr/100r) i (%6,4mr/100r),
ropsmna (3,75mr/100r)
7 ey M openponykTsi « TlocTHas 1 AupHas phida, « Kabmapst (0,52wr/100r), « Pakut (2wr/100r), kpati (1,8 Mr/100r), « Mopekste rpebem (
(w « Kpeserxu (0,25mr/1 ropets = 100r) « M (0,40mr/200r), omapt (1,35mr/100r) 10mr/100r),
jﬁ - « Komuensiii nococs (0,05Mr/2 nowrika = 80r) « omapst (0,85mr/3 Mastenkix omapa = 100r) « Monmockn(6,1
B 2 « KoHcepsposaHsii Hatypatsibiii Tyneit (0,03mr 10 0,07mr/100r) Mr/120r),
« Capasbt B macse (0,20mr/100r) « Yerpuut (ot 4-6
Mr/100r)
. )3‘ Siiua * B mo6om Brzie
L Osouwy, + Bee 3esieHbie OBOLI: CBEKNHE, « Caeskne rpiGsi (0,4mr/100r),
é & b CylueHble oBOWK Gpokkon (0,18 mr / 200 1), creskne 3esenbie 600k ( 0,26 mr/ 200 ), « Totosas cost (0,32 mr/ 100r)
’ l KoHCepBHpOBaHHbIE 3enieHbie 600b1 ( 0,16 Mr / 200 r), ropox ( 0,30 mr /200 1), + KowcepaHpoanHas dedesnita (0,60mr/200r)
KoHCepBHpoBaHHas Kykypy3a ( 0,05 mr /100 r), mopkoss (0,04 mr /100 r), nommzopsi « Bapenas ueuennita(0,66Mr/200r)
0,02 10 0,15 wr / 100 r), nerpymika (0,07 wr / 100 1)
- Xne6u + Makapoisi, ManHas kpyna, pre (Kpome LeTbHOro piica) « Leabnuii puc (0,38wr/200r)
£ « Kaprod pu (0,11 Mr/100 1), unncet (0,026 mr/10 unncos, T.e. 23 1) « Tpeuxa (0,64vr/100r)
I&”’; " wve npoayKTLI + Xu1e6 ( Benbiii x1¢6 (*0,13 Mr/100 1)
L
DpyKThI, * Bee (pyKThI: CBEkKHE, KOHCEPBUPOBAHHbIE, HATYPAJIbHbIE, © CBEKHE * Cyxod : weprocsns (0,33mr/5 wryk = 100r), + CyxohpyKThi: cemena noaconnyxa (2,27
cywenble rpeiindpyTst (0,39 wr / 100 r), wicnp (0,15 wir / 1 musknp), cpenmii Gaan (0,15 wr / opexn (0,44 Mr/10 wrryx nm 1,34mr/100r), kokoc Mr/100r), kembio(2wr/3 ropetn = 100r),
dpyKTLI, Opex Garan), chesan exenika (* 0,10 mr /100 1), koncepuposanknii ananac (0,05 wr /100 | (0,56mr/ 100r), ducraumw (0,66Mr/okoo 66 mrryk = Gpasibekuii opex (1,76mr/ 25 mryk=100r),
P 100r), apaxucosoe maco (0,70mr/100r win 0,07r/1 KytokyT (146Mr/100r), Kenpossie opexi (1,32
waiitHas 10%Ka), MuHIQIbHas nacta (0,50mr/100r) wr/3 ropern=100r), pynayk (1,2 mrfoxosto 65
« Caeste dpykrai: evopoasa (0,81nr/100r) wryk = 100r), nexan (1,07wr/3 ropern =
100r), Miszazs (0,50 wr/50r), apaxie (1,02
wr/3 ropern=100r)
MonouHble * LenbHoe, KOHLEH cBekee, « Tlapmesan (0,34mr/40r)
npoayKTbI y CyX0e MOJIOKO,
= MOIIOUHbIE NPOYKTHI Ha OCHOBE COM, FiOrypTHI, TBOpOI
- + Bee chips, kpome TTapmesana
-
Crapocty, « lokona; Gestbi, MosouHbiii mokosaz (0,02wr/100r), Lindt © (0,019mr/1 mmrka = « lokosa: Crunch® (*0,45vr/100r), Nutella® « Wlokonaz: uepibiii (0,65mr/2 kpapara, Kot- « Mokosa: kakao Van
PecepTbI, 7r), Ferrero Rocher© (0,080mr/Lurryka = 12,5r 1 ap.), LLlokona uibic Gatomauki: (*0,60Mr/100r T.e. 7 waiinbix nowex, Lllokonamisie AOp© uepusiii mokonax 70% (*0,27wmr/2 Houten®© (*4,81 mr/100
NPORYKThI Ha 0,07mr/1 Gatomumk = 50r), Milky Way©(0,03mr/1 Gatomumk 1 1p), Garonsmin: Bounty© (0,26mr/16atonun ), Snickers® KBapara) 1) (vaxemvym 10r kaxao
w % caxapHoii ocHoBe JIHBIE JIeCepTEI: MyMHT H3 MOJIOUHOTO mokonaxa (0,08r/ynakoBKa), Myce u3 (0,24mr/16atonunk), Kit Kat© (0,13mr/1 ynakoska na « IlloKosaHas BHIeNKa: WOKOA/HBI pyieT MOYKHO HCTIONBI0BAT B
MostouHoro mokoaa (0,07mr/1 yiakoska u ap). CyxHe rorossie sagtpakn: Choco 4 Garonunka), Smarties© (0, 1r/1 mrryka = 40r), enec)
8 Q pops© (0,21 mr/60r) TWIXO (*0,22mr/2 masouxi), Milka© (*0,10r/1
s * Bhimeuka, BeHCKas BHITICUKa, TOPTHI 03 MIOKOJIA/Ia HIIH C MOIOYHBIM IIOKOJIAZ0M JUTs nmtky 30g), JlecepTsl H3 mokoana: npoHTPoIH
&7 JOMaIIHe]t BbITCUKH, (0,18 mr/100r)
« Moposkenoe 1 copler 6e3 mokonaza « Bhineuka, TOpTHL: HMOHPHBIT] X166 (*0,5Mr/50r T.¢. 2
« KowmoTst, sapenbe, okem ( adounsiif kommor (0,04vr/100r) KYCOUKa), FOTOBBIHi 3ABTPAK C MIIEHHUHBIMH XTOMbAMH
« JIpyrHe fiecepTsr: AT (KpoMe HOKoTaIHOro) (0,33mr/60r), sadymn Favorinio (*0,39mr/100r = 4
sady)
Macno * Bee Maciia, CIMBOYHOE MACio, MAPTapiH, CMETaHa
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IIpunoxenue A3.4 PacmimdpoBka npuMevaHui

... — IpemnapaT BXOAWT B IEPEYEHb >KU3HEHHO HEOOXOAMMBIX M BAKHEHINMX JIEKAPCTBEHHBIX
npenaparoB (Pacriopspkenue [pasutenbcrBa PO ot 12.10.2019 Ne 2406-p <OO6 yTBEpKI€HUH TTEPEIHS
JKU3HEHHO HEOOXOMUMBIX M BAXHEWINNX JIGKAPCTBEHHBIX IMPENapaToB, a TakkKe IepedHen
JIEKAPCTBEHHBIX MPEMapaToB ISl MEAUIIMHCKOIO IMPUMEHEHUS M MHHUMAJIbHOTO acCOPTUMEHTa
JICKapCTBEHHBIX IpernapaToB, HEOOXOIUMBIX MJs OKa3aHUS MEIUWUMHCKON momomu) (ped. oT
09.06.2023)

# - IlpumeHeHue TeKapCTBEHHOIO MIpernapara B COOTBETCTBHUH € MIOKA3aTEsIMU (XapaKTepUCTUKAMU ), HE
YKa3aHHBIMH B HHCTPYKITUH 110 ero mpuMeneHuto (off-label), ocymiecTBisercs mo peneHunro BpaueOHoM
KOMUCCHH TP YCIOBUU MOJIUCAHHOTO HHPOPMHUPOBAHHOTO JOOPOBOJILHOTO corjacus (cornacHo @3

No323-®3 o1 21.11.2011r. ¢ U3BMEHEHUAMNU ),
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Ipuioxkenue b. AJlropuT™Msl 1eHCTBUI Bpaya

[TaumeHT ¢ mogo3peHueM Ha 6oJe3Hb Bunbcona

A 4

JlmaraocTuka

|

Koncynsranus
po(UIBHOTO Huaruos
CIenuaIncTa MOATBEPKIEH?
EcTb nokazanus ITnanosoe
K Tepanuu? HaOJIoICHUE Y
poUIBHOTO
CHELNAIIICTA
Hazunauenue TCpannu
MOHI/ITOpI/IHF COCTOAHMA IIallUCHTOB,
TMOoJy4Yaromux Tepanuro
HucnancepHoe
HaOJIIOIEHHE,
TaOWJIbH
IJIAHOBAs Teparumsa Crabuitbiioe INocnuranmzanus
p cocTostHue?
Ha IOMY
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Ipuioxkenue B. UHpopmanus 11 manueHTa

Yt0 Takoe 00J1e3HL Buincona?

bonesns Bunbcona (remaro-ieHTUKyIgpHas Aerenepanusi, 0ose3nb Buinbcona-KoHoBanoBa) oTHOCHTCS
K TSDKETBIM HACNEACTBEHHBIM OOJIE3HSM IIEHTPAIbHON HEPBHOW CHCTEMbl U BHYTPEHHUX OPIraHOB,
CBSI3aHHBIX C HapyIIeHHEM OOMEHa MEJIH.

[IpuunHoit 60e3HN BuiibcoHa sSBISIFOTCS MyTauu B TeHe ATP7B, KOTOpBI OTBEYAET 32 CUHTE3 ME/Ih-
tpancnoptupyroiiero oenka (ATP7B). Ilpu Hapymenuun ero paboTsl 0OMEH MEAN U MEABCOICPIKAIINX
OeNKOB HapylaeTcs, MOSBISIETCS M30BITOK “‘CBOOOTHON” Menu, KOTopas B OONBLIMX KOJIUYECTBAX
OTKJIaJIbIBAE€TCS B I1€YEHU, TOJIOBHOM MO3I€, POrOBHUIIE, @ TaKXKe BBIIENISIETCA ¢ MOYOi. Jlnarnoctuka
Oone3nn Oaszupyercs Ha OOHAPYKEHHM XapaKTEePHBIX HApyIIEeHWH MemaHoro oOmena. [lopaxenue
MEYEeHU U30BITKOM “CBOOOIHON™ Meau MpOosBIsSETCs Uppo3oM neueHu. [lopaxkeHne roIoBHOTO Mo3ra
MPUBOJIUT K PA3BUTHUIO TSHKENOM HEBPOJIOTHYECKOW CUMIITOMATHKU: IPOKAHUIO KOHEUHOCTEH M BCErO
TYJIOBUILIA, IOBBILICHUIO MBIIIEYHOIO TOHYCA, MHOI/IA CONpPOBOXKJAOLEMYycs O0JIe3HEHHBIMU
cra3MaMu, HapylleHUEM peuH, IJI0TaHus, CHUKEHUIO UHTe/uiekTa. OTiIoXKeHe Meu B POroBuiie (1o
Kparo paaykHoi o0onoukn) o0ycioBiuBaeT GpopmupoBanue Konbla Kaitzepa—@ieiiepa nuMmeronero—
Oypo-3eTeHOBAaThIH IIBET.

bonesns BunbcoHa— penkuil mpumep HacIeACTBEHHOIO HapyILIEHMs, JUIsl KOTOPOro pa3paboTaHbl
BbICOKOA()()EKTUBHBIE METOJbI JICUEHUS: Jake€ TIpU TMOSABICHUM TSHKENONH HEBPOJIOTHYECKOM
CUMIITOMAaTUKHA CHUCTEMAaTHYECKOe JIeUeHUE BBICOKOAI(()EKTUBHO, BIJIOTh A0 HCUE3HOBEHMS BCEX
CHUMIITOMOB WJIM PE3KOTr0 MX yMeHblIeHHs. [lareHTsl BHOBb MOTYT MOJHOCTBIO OOCIIYXKHUBaTh ceOs,
BECTH JOMAlIHIO paboTy, YUUTbCs, paboTaTh Mo NpOEeCcCHH, CO3/1aTh CEMBIO U POAUTH 310POBOTO
pebenka.

Kak nposiBasiercst 60J1e3Hb Buiibcona?

[lepBbie cUMITOMBI OOBIYHO TOSBISIIOTCS B Bo3pacte 5—40 ner, peako (=3%) B Oojee mo3gHEM
Bo3pacte. OCHOBHBIMM OpraHaMHM-MUIIEHSMH MpU O0JIe3HN BuiibcoHa SBISIOTCS HEPBHAs cUCTEMa U
neueHb. KimHudeckas kapTHHa OOJIE3HHM OYEHb PAa3HOOOpa3Ha M KIMHMYECKHE MPOSIBICHUS MOTYT
OTIIMYATbCA y pa3HbIX NaueHToB. [Ipu OTCyTCTBUM JedeHusi OOJIe3Hb MPOrPEecCUPYET, MOXKET
BO3HUKHYTh [I€U€HOYHAsl HEJJOCTaTOYHOCTh, HEOOPaTUMbIE U3MEHEHUS CO CTOPOHBI HEPBHOW CHUCTEMBI.
PanHss nuarnoctuka u jedeHre o01erdaeT CHMIOTOMBl M ITPEJOTBPAILAET OCIOKHEHHUS.

1. IleyéHouHble H3MeHEHMA: OTMe4aloTcs mpuMepHo y50% manueHToB; damie Yy JaeTed u

MOoAPOCTKOB— YBCIMYCHUC IICYCHU, )KHpOBOﬁ remaros, OCTpBIﬁ HJIN XpOHI/ILIeCKI/Iﬁ rermaTuTt (CXO)IHBIﬁ C
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OCTPBIM BUPYCHBIM WJIM ayTOMMMYHHBIM T€laTUTOM), LMPPO3 MEYEHU C MpH3HAKaAMHU MOPTaIbHOM
TUIIEPTEH3UHU, OCTpasi IeYEHOYHAS HELOCTATOYHOCTb.

2. HeBpousiornueckue paccrpoiicrBa:y 40-50% OONbHBIX MOTYT pa3BUBAThCi JIPOXKAHHE,
NapKUHCOHU3M (3aMEJUICHHOCTh JBIMJKEHHM W MblIIIEYHAs PUTUAHOCTB), aTakcus (HapylleHue
KOOpJMHAIIMH, ATKOCTh NMPH X01b0€), AMCTOHUA (0T (HOKAIBHOM 10 reHepaln30BaHHOMN), AU3APTPUS
(cMa3aHHas peub), HApYIIEHUE TJI0TaHUS.

3. Ilcuxuyeckue u3MeHeHusi: ormevaroTcs y 10% OONBHBIX; paccTpoicTBa JMYHOCTH (IIE€pEeraabl
HACTpOEHUs, NpoOJeMbl B IIKOJIE WIM Ha paboTe, HMMIYyJbCHUBHOE IOBeJIeHHE), apPeKTUBHbIC
paccTpoiicTBa, MCUXO3bI.

4. I3MeHeHMs1 B IPYTMX OpPraHax M cHcTeMax: riasHbele usmeHeHus (koibuo Kaiizepa-®reiimepa
[OTJIOKEHUST MEOU - BHUJHO IPU MCCIEJAOBAHWU IPU IMOMOUIM IIEJIEBOM JIaMIlbl, KaK 30JI0THCTO-
KOpHYHEBas TUTMEHTAIMS TMMOa POTOBHIIBI |, KaTapakTa), reMonTudeckas anemus (mpumepso y 15%
NAlMEHTOB), MOpPAXXEHUE IOYEK, KapJIUOMHUOINATHUS, apUTMHUS, OCTEOMAIALMS, OCTEONOpO3, apTPHT,
NaHKPEaTUT (BOCHAJICHUE IOJKEIYyJOYHOM >KEle3bl), 3aJepXKKa I10JIOBOrO pPa3BUTHA, OecIulonue,
aMeHopesi, TMIOTUPEO3 WU TUIIONAPATHPEO3.

3a1o103pUTh PAHHIOK CTaANI0 0O0JIE3HM MOXHO HAa OCHOBAHMHU CIEYIOLUIUX MPHU3HAKOB: MOpPAXKEHUE
neyeHu (KeNTyxa, MOBTOPHBIX KPOBOTEUCHHUIT U3 HOCA, KPOBOTOUMBOCTH JIECEH JTMOO MHOKECTBEHHBIX
KPOBOIOJTEKOB, COCYIUCTHIX “3BE3/I0UCK” Ha KOXE TPy U CIIHMHBI), MOPAKECHHE HEPBHON CHCTEMBI
(nBuUTaTeNbHBIC PACCTPOICTBA, CHIDKCHHE WHTEIICKTa M M3MEHCHHUsS TICUXMKHA B BHUJE TEPEIajioB
HACTPOCHUS, TPYAHOCTH YCBOCHHUSI HOBOTO MaTepHaa, MpoOJIeMbI C YCIIEBAEMOCTBIO B IIIKOJIE).

Kak nacaenyercst 60s1e30b Buiibcona?

Bbosneznp BunibcoHna HaclieAyr0TCs IO ayTOCOMHO-PELIECCUBHOMY THITY. DTO 3HAUUT, 4TO 00JIe3Hb
IPOSIBIISIETCS TOJBKO B TOM CIIydyae, €ciu 00a poIUTeNs SBISIOTCS HOCUTEISIMUA OOJIE3HHU U, XOTS CaMU
OHM HE 00JICIOT, MepeatoT peOEHKY JIBa MOPaXEHHBIX TeHa. BoIbIIMHCTBO ceMel, re eCTh peOEHOK ¢
3TUM 3a00JIeBaHUEM, HE CTAJIKUBAJIUChH PaHbIle ¢ MOA00HON MpobieMoii. PUCK MOBTOPHOTO poXkaAeHUS
00J1bHOTO peOEHKA B CEMbe, I'/Ie y’KE €CTh OONbHBIE JIeTH, COCTaBiIAeT 25% Ha KakIylo OEpeMEHHOCTb.
[TaTorennsie BapuaHTsl B reHe ATP7B SBIAIOTCS MPUUYUHONW 3TOr0 3a00JI€BaHMUS.

Bbpatbst u c€ctpbl OonmpbHOrO pebEHKA, MOTYT OBITH OOJILHBIMH, JTaXKe €CIU y HUX HAa MOMEHT
TUArHOCTHKU YJIEHOB CEMbHM HE ObLI0O CUMOTOMOB. B 1gaHHOM ciydae HEOOXOOUMO MPOBECTH
JIMarHOCTHKY, YTOOBI KaK MOKHO paHbIIIe HaYaTh TEPANuio U u30ekaTh OCI0XKHEHUH. Takke OHU MOTYT
OBITh HOCUTEJIIMHU, KaK UX POAUTENH. YTO KacaeTcs Ipyrux WIEHOB CEMbH, TO UM Ba)XHO COOOIIUTH,
YTO OHU MOTYT OBITh HOCUTENSIMU. DTO 3HAYUT, YTO U Y HUX €CTh PUCK POKICHUS peOEHKA C TaHHBIM

3aboneBanueM. Uem paHbllle HauaTh JieueHUe (B Uieaje — emé Ha JOCUMIITOMHOM cTaguu U0 Ha
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JIOHEBPOJIOTUYECKOM 3Tare, TO €CTh JI0 MOSBIEHUS MPU3HAKOB MOPAKEHUS TOJOBHOIO MO3ra), TEM
ny4iie 3¢ eKT.

Bce cembu ¢ 0Oone3Hbl0 BuiibcoHa JODKHBI 00S3aTENBHO MPOUTH MEIUKO-TEHETHYECKOE
KOHCYJIbTUPOBAaHUE U TOJYYUTh MOJHYIO HMHGOpPMAIUIO OT Bpauya-TeHETHKA O PHCKE MOBTOPHOIO
MPOSIBIICHUS TaHHOTO 3a00JIeBaHUs B CEMbE, OOCYIUTh CO CIEIIMATUCTOM BCE BOIMPOCHI, CBSI3aHHBIE C
HaclieioBaHueM 3aboseBanusi. B Poccun Meanko-reHeTHYecKue KOHCYIbTalluU paboTaloT B KAXKIOM
peruoHe.

C uenpio NpoBeACHUS MPEHATAIbHOM U MPEUMILIaHTAIIMOHHOW TMarHOCTUKHU CYNPY>KECKOM mape
MpEeABAPHUTEIILHO HEOOXOIUMO MPOUTH 0OCiIeOBaHUE Ha HOCHTEJIBCTBO MyTaiuii B reHe ATP7B,
00paTUBIINCH B CIEUUATU3UPOBAHHBIC JMATHOCTHYECKUE JIA0OPATOPUU M MEIULIMHCKUE IICHTPHI.
[IpenaranpHass AMArHOCTUKA TMPOBOAMTCS  MOJEKYJISIPHO-TEHETHYECKUMH  METOJaMH, MYTEM
uccienosanus JTHK, BeigencHHOW W3 Ouonrtara BOPCHH XOpHOHA M (MJIM) KJIETOK aMHHOTHYECKON
JKUJIKOCTH U (MJIH) TUIOIHOU KPOBH.

Kak ycranaBiauBaercs nuarno3 Busibcona?

Ha ocHoBaHMU KIMHMYECKMX HPU3HAKOB Bpay MOXKET 3aroj03pUTh 3a00JeBaHue, Janee MPOBOJIATCS
psia 1abopaTOPHBIX U HHCTPYMEHTAIBHBIX METOJIOB HCCIIEIOBAHNUS, KOTOPBIEC MTO3BOJISIIOT MOITBEPANTD
JTMarHo3.

1. AHanM3 KpOBM: NOBBIIICHHAS aKTUBHOCTb aMMHOTpaHC(epa3 B CHIBOPOTKE KPOBM (TIOYTH y BCeX
NalMEeHTOB, CHayaja OeCCUMIITOMHAs), CHM)KEHHas KOHLEHTpalMs LEepyJolia3MHUHa B CBIBOPOTKE
KpoBH (y OOJBIIMHCTBA MAIMEHTOB <20 MI/IT), CHUKEHA KOHIIEHTpaIus oOliel Menu B ChIBOPOTKE
KpoBH (00b14HO <1 MI/m).

2. Ananu3z moun: npuMepHo y 80% malueHToB CyTOYHOE BbIAeNeHne Meau ¢ modyoi >100 mxr (>1,6
MKMOJTb).

3. Buszyanuzupyromue uccinenoBanus: npu ¥Y3U, KT u MPT — B 3aBucumocTtu oT ctaauu 00Je3HN —
YBEJIMUEHUE TI€UYEHU WM MPU3HAKK TNOpPTalbHOM rumepreH3uu (creHomeranusi); Ha MPT u KT
TOJIOBHOT'O MO3Ta — M3MEHEHUs B 00JacTh 06a3aIbHBIX sJiep TOJIOBHOTO MO3Tra U CTBOJIA Y MAI[UEHTOB C
HEBPOJIOTUYECKMMH CUMIITOMAaMH.

4. I'enetnueckue uccienoBanus: uccneaopanue rena ATP7B. Kak mpaBuiio, nepBbie TeCTbl TPOBOAST
Ha HamOoJee YacTble NaTOTeHHbIE BApUAHTHI, a 3aTeM — MPU HEOOXOAMMOCTH — aHAIU3UPYIOT BECh
I'€H C IPUMEHEHUEM METOJIOB CEKBEHUPOBAHUS.

Kak j1edaT naumenros ¢ 00Jie3HbI0 Buincona?

99

Bo-niepBrix, 3T0 cTporoe coOoaeHne “ieu€HOYHON” AUETHI (CTOM Sa), MPeAnoIaraei HCKII0UeHIe
OoraTelX MeIbl0 MPOAYKTOB (mIokonan, kode, opexu, 6000Bbie, MOTIOCKH u 1p.). HeoOxoammo

n30erath yrmoTpeOIeHUs alTKOTOJIA.
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OpnHako OCHOBHOE JIEUEHHE — IIOCTOSHHBIM IPHUEM IIPENapaToB, BBIBOJAIIMX MEIb M3 OPraHU3Ma.
I'maBHBIM M3 HMX fBISeTCs NEHUUWUIAMUH**. Tepanuio Henb3s mpekpaiarb 0e3 yBaKUTEJIbHBIX
NPUYHH, TaK € B IEPUOJT OEPEMEHHOCTH.
OTu mpenaparbl Ha3HAYalOTCA 10 CHELHUAIBHOM CXEME € IOCTENEHHBIM yBEJIW4YeHHEeM 103bl. llpn
JUINTEJIbHOM MHOT'OJIETHEM IIpHEMe NMEHUIMUIAMUHA Y HEKOTOPBIX MAallMEHTOB BO3HHUKAIOT OOOYHbBIE
SABIICHUsI B BHUJE JCPMATHTOB, aHEMHM U HHBIX oOcCloxHeHuil. [losTomy ObLT mpemIokeH
aIbTEPHATUBHBIA  METOJA  JIEYEHMs] IpernaparaMyd  ILMHKa. KomOunupoBanHoe JieueHue
NEeHULWUIAMUHOM™* U IIpenaparamMy IIUHKa Ja€T BO3MOXKHOCTb CHU3UTh 103y U U30€XkKaTh MOOOYHBIX
ABJICHUH. Y MAlMEHTOB HA JOCUMITOMHOM CTauy OCTATOYHO JICYCHHSI TOJIBKO IIpenapaTaMy [IMHKA.
B Taxénpix caydasx Oo0€3HM, HE NOAAIOIIMXCS KOHCEPBATUBHOMY JIEUEHMIO, IHPUMEHSETCS
TPaHCIUIAaHTalMs IIe4eHW. TpaHCIUIaHTanMs [EYEHH II0Ka3aHa IIpd  OCTPOM  IEYEHOYHOU
HezpocTaToyHOoCcTH. IIpu ygauHoMm mcxone onepanuu NAauUeHT HE HYXAAETCA B AAbHEHIIEM NpUEME
IIPENapaToB.
Takum oOpa3om, Ipu NpaBUIbHON TEpallMU TENAaTOJEHTUKYJISIPHOW JEreHepaluu — TSKEJIEHIIEero
HACJIEICTBEHHOI0 3a00JIeBaHMsI TOJIOBHOTO MO3Ia U BHYTPEHHUX OopraHoB — B 80% ciryyaeB BO3MOXKHO
KJIMHUYECKOE BBI3/IOPOBIIEHUE JIMOO BBIPAXKEHHOE YJIyYIIEHHE COCTOSHUS OOJIbHBIX IPU YCIOBUU
CBOEBPEMEHHON MAKCUMAaJIbHO PaHHEHN TNarHOCTUKH.
Kakoii Hy?kHO TPOBOAUTH MOHUTOPHUHI?
[Tocne Havyana ieyeHus1, cHadana pa3 B 1-2 mec., 3arem 1—2 pa3a/ro, Hy)KHBI peTyJIsipHbIE KOHTPOJIbHBIC
o0cIieZIoBaHUs: HEBPOJOIMUYECKUI OCMOTp, OOLIMII aHanuM3 KpOBH C JeHKouuTapHOW (opmysoid,
nokaszareiay (yHKIMM TEYEeHH M T0YeK, KOHIIEHTPALMM MEIU B CHIBOPOTKE KPOBM U CYTOYHOM
AKCKPELMH MEIU C MOYOM.
Kak nauuenTsl moJryuaror jedenue B Poccuiickoii ®enepanuun?
Bonesnp BuiabcoHa OTHOCHTCS K YMCITY PEAKUX HAcIEICTBEHHBIX 00Je3Hel oOMeHa BEHIECTB U BXOAUT
B IepedyeHb peAKuX (opdaHHbBIX) 3a00J]€BaHUM, JIeYEeHHE KOTOPHIX IMPOBOJUTCS 3a CYET CPEJCTB
peruoHanbHoro Oromxkera. Ilocime ycraHOBIEHMS AMAarHo3a HEOOXOAMMO BKIIIOYEHHE MAIUEHTa B
pPErMOHANbHBI CETMEHT PETUCTpa MO >KU3HEYIPOXKAIOIIUM penkuM (opdaHHBIM) 3a00€BaHUIM C
LEeNbI0  JalbHeiero olecrneyeHuss HEOOXOAMMBIM JIe4eOHBIM NHTAaHWEM M JIeKapCTBEHHBIMHU
npenapatamMi. B pasHbIX pernoHax 3a BEACHHME PErucTpa OTBEYAIOT Pa3HbIE CHELMAIUCTBI, HO Yalle
BCEr0 3TO BpPauM-T€HETUKH, IOATOMY TOCIIE YCTAaHOBJIEHUSI AUAarHo3a 00s3aTeIbHO HYKHO 00paTUTHCS
K PETMOHAJIbHOMY Bpauy-T€HETHKY.
Kak MoryT nomorarts poanbie u 6an3kue?

He 3a0biBaiiTe — OT cEMBbH TOKE 3aBUCHUT ycIieX JiedeHus. Hy»kHo cobmoaTe peKkoMeHIaluu, HU

IIPU KaKUX YCIOBHUSX HE JAOMYCKaTh «CPBIBOB» B TEPAIUU, CIAEAYET yIAeNsITh BHUMAaHUE PeaOuInTalnun
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" I1IJIaHOBBIM O6CJ'I€,Z[OB3HI/I$IM. Bce unensr cempu JOOJIKHBI 3HaTh, YTO MAUCHT HYXXIACTCA B ocoboM

IIUTAaHUU U PETYISIPHOM IIpUEME IIPENapaToB.
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IIpunoxenue I'1-I'N. HHIkanbl oeHKH, BONPOCHUKH U APyrue OLeHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEAEHHDbIC B KIMHUYECKHX

PEKOMEHIALUAX

Ipunoxkenue I'l /lnarnocTuyeckasi oneHoYHas mkana bosesnn Buibcona
Leipzig, 2001 [3, 26]

Ha3Banue Ha pycckom si3bike: Jlnarnoctuyeckas orieHo4Hasi mkaina bonesnu 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: ycranoBieHue quarnosa bonesns Buiibcona

Conepxanue:
|. Tunuunbie nas bB Babl Il. Ipyrue nuarnocruyeckue Basnbl
KJIMHUYeCKHe CHMIITOMBI 1 HccJIeJ0OBAHUS
NPU3HAKH
1.Konbia Kaiizepa- 5.KonnyecTtBeHHOe ompeiencHUe MeAu B
dnenmepa owonTarax  me4YeHW  (IpU  YCIOBHUH
- IPUCYTCTBYIOT 2 OTCYTCTBHS X0JIeCTa3a)
- >250 MKI/T (4 MKMOJIB/T) 2
- OTCYTCTBYIOT 0
- 50-250 mxr/r (0,8-4 MKMOJIB/T) 1
- B HopMe (Hke 50 MKI/T) -1
- PogamMuH — mpHCYTCTBYIOT MO3UTHUBHBIE 1
remaToIUThI (mpu HEBO3MOXXHOCTH
KOJMYECTBEHHOT0 OIpe/eeHUs] MeIu B
TICYCHH )
2. TlpusHaky mOpaMKeHUs 6. Dkckperuss Mead ¢ Mo4YoW (mpu
IIHC w/wim wu3MeHeHHWs Ha OTCYTCTBHUH OCTPOI'O I'eIIaTUTa)
MPT - Oomee 2 mopm WIJIM B HOpME, HO 2
- BBIpQXKEHHBIC 2 yBenudyeHue Oosee 5 HOpM mpu Tpode ¢
#reHnIUIIaMHHOM™**
- YMEpEHHBbIE 1
- 1-2 HOpMBI 1
- OTCYTCTBYET 0
- B HOpME 0
3.1lepynonna3MuH 7.MoJieKkyIsipHO-TeHETHYECKHU aHaTH3
CBIBOPOTKH KPOBHU - TOMO3UTr0Ta, KOMIAyH-T€TEPO3UroTa 4
- B Hopme >0,2 r/m (>20 0
MT/J1T) - F€TepO3UroTa 1
- 0,1-0,2 r/a (10-20 mr/mn) 1 - MyTaIuii He 0OHapyX)eHO 0
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- <0,1 r/n (<10 mr/mmn) 2
4. Kymb6c-HeraruBHast
TeMOJIMTHYECKAsT aHEMUS

- IPUCYTCTBYET 1
- OTCYTCTBYET 0

Karou (uHTepnipeTamnus):
CymmapHble Oajibl:

4 u Gonee: nuarHo3 bone3ns Bunbcona ycraHoBIeH,;

3: muarao3 bose3ns BuibcoHa BeposiTeH, HO TpeOyeTcs JaibHelee 00cae10BaHue MANCHTA;

2 1 MeHee: nuarao3 boiiesas BuibcoHa COMHUTEEH.

IIpuioxkenue I'2 IIpornocTudeckuii nunjaexkc 0o/e3nu Buiabcona

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

Ha3zBanmue Ha pycckoM si3bike: [IporHoctuueckuit uaaexc 6one3nu Bumbcona

OpurunaibHoe Ha3Banue: New Wilson Index for Predicting Mortality

Hcrounuk: [47, 86]

Tun: mkana oneHKU

Ha3HayeHue: OlleHKAa BEPOSTHOCTH JICTAIBHOTO MCXOJa 0€3 TpaHCIUIAHTAIMH TICUYCHU MPU OOJIC3HU

Bunbcona.

Conepxanue:
[Tokazarenn 1 Gann 2 Oamna 3 Gamna 4 Ganna
bunnpy6un (Mmxmons/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
JleitkormTsl (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
Anp0ymMuH /11 34-44 25-33 21-24 <21

Kuirou (uHTEpnipeTanus):
Cymmapnas oyenka >11 06annoe cesa3ana c GblCOKOU GepOAMHOCHbIO JIeMANbHO20 uUcxoda 0e3

mpaHcniasmayuu ne4eHu.
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