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Pa3paboTumk KNUHMYECKON peKoMeHaaumm

- Acconpanysi MEJULUHCKUX I'€HETUKOB

- Coro3 neguarpos Poccun

- Hexommepueckoe IlaptHepctBo "HammonampbHoe 0O0IIECTBO MO HW3YYEHHUIO OOJE3HH
[TapkuHCOHA U pacCcTPOMCTB IBUKEHUM"

- Poccuiickoe TpaHCIIaHTOIOTMYECKOe O0IIECTBO

- ABTOHOMHasi HeKoMMepueckass opranusanus "OOIIECTBO AETCKMX TaCTPOIHTEPOJIOroB,
renaTooroB ¥ HyTPULHOJIOroB"

- HanmonanbHas acconuanus 1eTCKUX peadMInTOJIOr OB

Onobpeno Hayuno-npaktuaeckum CoBerom Munsnpasa PO

Cnucok cokpawieHmumn

AJIT — anannHaMUHOTpaHCpepasa

ACT — acraparuHaMuHOTpaHcdepaza

AT®aza — anenozunTprdocharaza

bB — 6o5ie3up Bunbcona

I'TT — ramma-riryramunrpancdepasa

MHO — Mex1yHapoIHO€ HOPMAJIM30BAHHOE OTHOLLIEHUE
OTII — opToTonuyeckas TpaHCIUIAHTALUS [I€4EeHU
[T — npoTpOMOMHOBBIN HHIEKC

VY3U — ynbTpa3ByKOBOE HCCIIEIOBAHNE

P — menouyHas pocdarasza

MPT — maruutHO-pe3oHaHCHas ToMorpadus
O0I" — anekrpoaHIedanorpapus

IHHC — nentpaipHast HEpBHAs CHCTEMA

TepMuHbI 1 onpeneneHusn

Xenatupyromiasi ~ Tepanus  (MeAbXelaTUpyolas — Tepamusi) —  crmocod  JIedeHwus,
3aKHIO‘~IaIOHIHI>’IC$[ BO BBCJCHHU IIPCIAPATOB, CBA3BIBAIOIIMX W BBIBOAAIINX M3 OpraHMW3Ma HWOHBI
TSDKEIBIX METAJUIOB (HapuMep, MEIH ).
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1. Kpatkaa wuHdopmauma no 3aboneBaHUO WUIU  COCTOSAHUIO (rpynnbl
3aboneBaHU U COCTOAHUN)

1.1. OnpegeneHue 3aboneBaHUsi UM COCTOSIHUA (rpynnbl 3aboneBaHUN WUNKn
COCTOSIHUN)

bonesnp Bunbcona (bB) (CMHOHUMBIL: 007e3Hb Bunbcona-Konoanosa,
renaToOJCHTUKYIISIPHAsl JIETeHepalus, TemaTtouepeOpaibHas TucTpogusi) — PEIKoe TDKEIoe
HACJIEJICTBEHHOE  MYIJBTHCHCTEMHOE  3a0oJjeBaHHe,  MPOSBIIONIEECS  MPEUMYIIECTBEHHO
MIEUYCHOYHBIMH, HEBPOJIOTHYECKUMU H IICUXUATPUIECKUMHU HAPYIICHUSIMH BCIIEACTBUE YPE3MEPHOTO
OTJIOKEHHSI MeIu B opraHax W TkaHsax [1]. DTo 3a0ojeBaHHE OTHOCHUTCS K YHCIY TpPYIHO
JMAarHOCTHPYEMBIX B CBSI3U C JUTMTEIBHBIM JIATCHTHBIM TCYCHHEM M MOJIUMOPHU3MOM KIMHUYECKOH
CHUMIITOMATHKH. BB MOXeT KIIMHHYecKkn MaHU(pECTUPOBATh KaK B JETCKOM U MOJPOCTKOBOM, TaK M
B Oonee crapuieM Bo3pacte. [Ipy OTCYTCTBUM MeEIb-3IMMUHHUPYIONIEH Tepanmuu 3To 3a0ojieBaHuE
SBJIIETCS (paTaJIbHBIM.

1.2. 3tnonorma w1 naToreHe3s 3aboneBaHMA WNU COCTOAHUA (rpynnbl
3aboneBaHU UNN COCTOAHUM)

BB pa3BuBaeTcs mpu HaJIMYUKM Yy 4YEJIOBEKAa NATOT€HHBIX BapHaHTOB B KOMIAYH] -
reTepO3UrOTHOM (Yallle) WM TOMO3UTOTHOM (pexe) cocrosHun B TeHe ATP7B, xortopsrit
pacrnionaraercs Ha JMHHOM miiede 13 xpomocomsl (13q14.3-g21.1) u cocrout u3 21 3x30Ha u 20
MHTPOHOB (00111asi TCHOMHAS JIIMHA F'eHa COCTABIIAET 0K0J10 80 ThICAY Map OCHOBAHUI).

I'en ATP7B xoaupyer oqHOMMEHHBIH Meb-TpaHCIoOpTUpyroLuii 6enok u3 rpynmnsl ATdPa3 P-
THUIA, KOTOPBIN pacnosiaraercs B TpaHc-I oJb1ku anmapaTe, 00ecrnedynBaeT TPaHCIOPT MEIU Yyepe3
MeMOpaHbl OpraHesl TernaTolUTOB, CIOCOOCTBYSI BBIBEICHUIO €€ C JKETUbl0, a TAK)Ke BKIIOYCHUIO B
MOJIEKYITY arnouepyaomasMuHa (uepyrormia3MuH oe3 MeJn) c o0pa3zoBaHHeM
roJjouepysiomiasmMiuHa (IepyiomiasmMud ¢ 6 MoiekynaMu menu). Hanbomnee BbICOKast dKCIpeccust
rena ATP7B HaOmromaeTrcs B MEYEHHU, OJHAKO OH TaKKe JKCIPECCHPYETCs B MOYKaX, IMIAIeHTE,
MOJIOYHBIX JKeJie3aX, TOJIOBHOM MO3T'€ U JIETKUX.

Tun HacnenoBanus bB ayrocomHo-peneccuBHbiii. K HacTtosmemy Bpemenu B rene ATP7B
onucano 6osee 700 maTtoreHHbIX BapuaHTOB [88], OoJbImas 4acTh U3 KOTOPBIX SBIISFOTCSI MECCEHC,
OJTHAKO HOHCEHC, HHCEPIIMH/ISJICIIMA ¥ MYTaI[ii CAUTOB CIUIafiCMHTa TaKKe BcTpeuatorcs [13, 14]
Haubonee pacnpocrpaHeHHBIM NTaTOreHHbIM BapuaHTOM B reHe ATP7B cpenu eBporieon1HOM packl
apisiercs H1069Q. Okono 50-80% nanuentoB ¢ bB, mpoxuBaroumx B crpaHax lleHTpanbHOMH,
Bocrounoit u CeBepHoii EBponbl ABISIOTCS HOCUTENSIMU MO KpailHEH Mepe OJJHOTO aJlIesisl ¢ TaKUM
BapuaHToM. [lo naHHBIM psina uccnenoBarenei, B Poccun cpeny maluueHTOB € MOATBEPKIEHHBIM
nuarno3oM bB nmons GompHbIX ¢ BapuantoM H1069Q B rerepo3uroTHOM COCTOSHUHM COCTaBIISIET
50%, a mois MalMEeHTOB C ITUM BapHaHTOM B TOMO3MIOTHOM coctosiHun — 26,3% [17]. B
HACTOSAIIEE BPEMs YETKUX KOppEJSLUI MEXIy MaTOreHHbIMU BapuaHTaMu M (QeHotunamu bB
HEU3BECTHO.

Menp no cBoemy oOLIEMYy COJAEPKAHUIO B TEJE YEIOBEKa 3aHUMAET TPEThE MECTO CPEAH
MEePEeXOHBIX METAJIOB, HE3aMEHUMBIX /I opraHu3Ma. OHa BBICTYHAeT B poiu KodakTopa U (Min)
CTPYKTYPHOT'O KOMIIOHEHTA JJIsl HECKOJILKUX (PEPMEHTOB, y4aCTBYET BO MHOTUX (PH3UOIOTUYECKUX
mpoIieccax, BKII0Yas SHEPreTHIeCKuii 0OMEeH, aHTHOKCHIAHTHYIO 3aIUTy U OOMEH KeJe3a.

duznonorndeckas MOTpeOHOCT, B MEIU JUJIS B3POCIBIX cocTaBisier okoso 1,0 mr/cyr, ans
JeTell B 3aBUCHMOCTH OT Bo3pacTHOM rpymmbl — oT 0,5 mo 1,0 mr/cyt [18]. B opranusm menb
MOCTYIaeT B OCHOBHOM ¢ muiieid. Hanbomee 60oratel Meapto e4eHb, MOJUTFOCKH, KPaObl, KPEBETKH,
YCTPHIIBI, JTOOCTEpPHI, cOoeBble OOOBI, MIOKOMAJ, opexw, 37aku. CpemHee mOTpeOIeHHE MEAH Y
yejoBeKa cocraBisier 1,5-2,5 mr/cyT. BepxHuil 1omycTUMbIi ypoBeHb OTPEOICHUS COCTABISCT 5
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Mr/cyT. BcacbiBaHMIO B IPOKCHMAJIbHBIX OTAEIaX TOHKOW KuIIKM moxasepraercs ot 20% (mpu
notrpedbnennn 6onee 5 mr/cyt) mo 50% (mpu morpebreHuMM MeHee | Mr/CyT) Meau, OCTaabHOE
IKCKpeTHpyeTcs ¢ (pekalbHBIMU MaccaMu. B KpoBU BcocaBIIasicsi Melb CBA3BIBAETCS C alb0yMHHOM
U TPAaHCKYIPEUHOM U TPAHCIIOPTUPYETCS Yepe3 NOPTAIbHYIO BEHY B [1€UECHbD.

CHuxenue (QyHKUuMM Menb-TpaHcnopTupyomeid AT®a3pl B pe3yibTaTe NaTOMEHHBIX
BapuaHToB B rene ATP7B B KoMnayHa-T€TepO3UTrOTHOM HJIM FTOMO3UTOTHOM COCTOSIHUU TPUBOAUT
K HapylUIEHUIO TeNaToOMJIMApHOM OKCKpPEUMHM MEIM U HapyLIEHUI0 €€ BCTpauBaHUSA B
uepyiomiasmMuH. [lockonbKy MNeproj NOJYKU3HU alolepysIolula3MUHA 3HAYUTENBHO KOpode
TaKOBOTO y IepyJIONIa3MHHa, Harpy>KeHHOro Mebio (5 4 mpoTuB 5,5 cyT), npu bB, kak npasuio, B
KpOBHM HaOJIIOJIETCSl CHIDKEHHE CONepiKaHus IepysomniaasMuHa. BMecte ¢ TeM MpUMEpPHO y TpeTH
nanueHToB ¢ bB ypoBeHb nepynomiasMuHa B KPOBU MOXET OBITh B Mpeeiax HOpMaJIbHBIX
3HayeHni. HeoOXomuMo OTMETHUTh, YTO MCHOJB30BAHHWE METOJA OINPEACTICHUS MEIb-3aBHCUMON
OKCHMJIa3HOM aKTMBHOCTH I0O3BOJIIET TOUHEE ONPENEIUTh COJAEp)KaHUs arnolepysonaa3MuHa, B TO
BpeMsI KaK UMMYHOJIOTUYECKHE TECThI MOT'YT 3aBbIILIATh MOJIy4aeMble 3HAUE€HUs, T.K. HE CIIOCOOHBI
auddepeHupoBaTh aro- ¥ roJiolepysIonIa3MuH.

OcHOBHBIM  ciiefcTBUeM  Jaepunura Menb-TpaHcnoptupyromeil AT®a3pl  gBisercs
HaKOIUIEHWE MEIU B pa3jIM4YHBIX OpraHax M TKaHAX: NEpBOHAYAJIbHO — B IIEYEHM, a IO MeEpe
IporpeccupoBaHusi 3a0oiieBaHMsI U IpPU OTCYTCTBUM JIEYEHUs, KOrJa CHOCOOHOCTb IE€YEHU
aKKyMyJUpOBaTh MEb HCUEPIBIBAECTCA, — B TOJOBHOM MO3I€, POTOBHUIE IJa3 U IOYKaX. IJTO
o0ycClOBIIMBaeT monuMOppu3M  KIMHUYeCKWX mnosiBneHudt bB. Haxomnenune wMemu B
HapeHXUMAaTO3HbIX OpraHax CONPOBOXKIAETCS CHUKEHHUEM COJepXkaHUs O0Ilei Menu B CHIBOPOTKE,
T.K. B HOpMe 0K0J10 90% 0o011eli Meau COCTaBJIICT Me/lb, CBSI3aHHAS C LIEPYJIOTIA3MUHOM.

HecMoTpst Ha Ba)KHEHIIIYIO0 poJib MEAM BO MHOTUX (DPM3UOJOTMYECKUX IMPOIeccax, ee H30bITOK
SBJIIETCS TyOWUTENbHBIM I opraHu3ma. [latorennble 3¢@exTsl H30bITKA Menu B KIETKE
OIOCPENOBaHbl 00pa3oBaHMEM CBOOOAHBIX PAIUKAIOB C PAa3BUTHEM IEPEKUCHOIO OKHCJIECHUS
JUMHUIOB, TOBPEXKJIEHUEM O€NKOB, HYKJIEHMHOBBIX KHCJIOT, MHUTOXOHJApPUH B COYETAHHH C
UCTOIIEHHEM AHTUOKCHJIAHTHBIX CHUCTeM. Melb MOXKET Takke MHTMOMpPOBaTh (DYHKIMHM MHOTHX
0€JIKOB, HAIIPSIMYIO CBSI3bIBASCh C UX THOJOBBIMU M aMUHOrpymnmnamu. Kpome Toro, u30bITOK Menu
aKTUBUPYET IPOANONTOTHYECKHME MEXaHM3Mbl. Bce 3T0 B KOHEYHOM cueTre MNPUBOAUT K
pa3pyLICHUI0 MEeperpyKEeHHbIX MeNbl0 KIJIETOK, MPEUMYIIECTBEHHO TemaTouuToB. JIM3UC Takux
rernaTouuToB OOYCIIOBIMBACT MOBBIIICHHE COACPKAHUS CBOOOJHOM MeOu B CHIBOPOTKE W,
CIIeZI0BATEIbHO, KOMIIEHCATOPHOMY TOBBIIIEHUIO €€ CYTOUHOM SKCKpPEIMH ¢ MOYOH U HAKOIJIEHH IO
B Ipyrux opraHax-muuieHsx [19]. [Tomumo 31oro, u30bITOK CBOOOIHOW MEIH B CHIBOPOTKE MOXKET
MNPUBOAMTH K TEMOJIUTUYECKUM Kpr3aMm [4].

1.3. Anuaemumonorma 3aboneBaHMsa NN COCTOAHUA (rpynnbl 3aboneBaHMn unu
COCTOSIHUN)

bonesnp Bunbcona sBnsercs penkum (opdaHHbIM) 3a0oieBaHHEM, XOTS MOKa3aTelH
pacpoCTpaHEHHOCTH BapbUPYIOT B 3aBUCHUMOCTH OT wuccieqoBaHus. Ilo maHHBIM  psga
HCCIIE0BAaHUM, €€ PacpOCTPaHEHHOCTh cocTaBiisieT okoyo 1 ciydas Ha 7000-10000 Hacenenus, B
TO BpeMs KaK 4YacToTa Te€TEpPO3UIOTHOIO HOCHUTEIbCTBA IATOT€HHBIX BapuaHtoB B ATP7B
cocrassiet okoio 1:40 [20, 21].

Haubonee ywacro ykaswiBaetcsi pacnpocrpaneHHocTs 1:30,000 [21, 22, 23, 24,140]. bonee
no3auue uccnenosanus u3 Kutas [141] u ®pannuu [142] cBumerenbcTBYOT 0 Ooniee HHU3KON
pacnpoctpaneHHocTH 1: 56,000 u 1:66,000, COOTBETCTBEHHO.

[To manueIM aHanm3a denepanpHOro perucrpa opdanHbiX 3aboneBanuii, B Poccuu B 2014 u
2015 rr. 6s110 3apeructTpupoBaHo Bcero 572 u 602 marnuenta ¢ auarao3om bB, uto cocrasuio 0,39
u 0,41 ma 100000 HacemeHHs COOTBETCTBeHHO (W3 HuX geredl 16,9%) [25]. Peanphas
pacrpoCcTpaHEeHHOCTh 3a00JIeBaHus MPEAnonIaraeTcs 0oee BHICOKOM.
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1.4. OcobGeHHOCTM KoOAMpPOBaHUA 3aboneBaHUSA UMU COCTOSIHUA (rpynnbl
3aboneBaHnn mnu coctosaHun) no MexayHapogHoW cTaTU4YecKom Knacudukauum
6ones3Hen n npobnem, CBA3aHHbIX CO 340POBLEM

E83.0 — Hapymienust oOmena menu.

1.5. Knaccudmkauma 3aboneBaHus unm coctosiHua (rpynnbl 3aboneBaHnn unun
COCTOSIHUWN)

Knmunuueckas xapruHa bB xapakrtepusyercs 00JbIIMM MOIMMOP(GHU3MOM B OTHOIIEHUHM Kak
HEBPOJIOTMYECKUX, TAK U COMAaTHUYECKHX TMPOSBICHUNA. DTO HAILIO CBOE OTPAXKEHHUE B Pa3IMUHBIX
knaccupukanusax 3aboneBanus [26, 27]. B HacTosmiee Bpems dYalle BCErO HCIOIb3YETCS
kiaccudukanysi bB, B 0CHOBe KOTOPO#l JIOKUT KIMHUKO-TATOMOPQOIornyeckuii nmpuHuumn [28].
Brigensror cinenyromue hopmel bB.

- beccumntomuas ¢opma (oxono 10% ciaydaeB): KIMHUYECKUX MPOSIBICHUN HET, JHUArHoO3
YCTAHOBJIEH J10 MPOSIBJIECHUSI CUMIITOMOB.

- AOnmomunanpHasi (medeHouyHass) ¢Qopma (oxono 40% ciayuyaeB): paHHee Hayalo,
MPEUMYILIECTBEHHO C OCTPOW I€YEHOYHOM HEJOCTaTOYHOCTM MJM NPU3HAKOB XPOHUYECKOMN
[I€YE€HOYHOM HeJOCTaTOUHOCTH; (PyIbMUHAHTHASI I€YEHOYHAs! HEJOCTATOYHOCTb, IUPPO3 MEUEHH.

- lepeOpanbnas (HeBposnoruueckas) ¢opma (okoiao 40-50% cioyyaeB): XapakTepHBI
pa3HOOOpa3Hble JKCTpanupaMUHbIE HApyIIeHUs (TPeMOp KOHEYHOCTEH W TOJIOBBI, JUCTOHWS,
MO3KEUKOBasl aTaKCHsl, TAPKMHCOHU3M, HapyLIEHUE MMOYEPKa, AU3APTPHs, MbILICYHAS] PUTHAHOCTD,
XOpesl, aTeTo3), MCUXUYECKHE HapyLIeHUs (JIernpeccusi, pa3IpakuTeIbHOCTb, PACTOPMOKEHHOCTD
MIOBEJIEHUS, ICUXOTUYECKHU E IIU30/IbI).

- CmemanHas ¢popma: coueTaHrne HEBPOJIOTrHUECKUX U TeYEHOYHBIX MPOSIBICHUH.

1.6. KnuHuyeckas kapTuHa 3aboneBaHMA WM COCTOSAHMA  (rpynnbli
3aboneBaHU U COCTOAHUN)

Kmuungeckas kaptuHa BB xapakTtepu3yercs MHOroo0pasueM CHMIITOMOB U MaHU(ECTHPYET
B Bo3zpacte or 3 no 74 ner (cpemnuit Bo3pact 13,2 roma), oAHAKO A0 S-JETHEr0 BO3pacTa
pa3BepHyTas CHMIITOMATHKa pa3BuBaeTcs peako [29, 30, 31].

PaSBepHYTaH KJIMHUYCCKasA KapTUHAa bB O6yCJ'IOBJ'IeHa HM30BITOYHBEIM HAaKOILIEHHEM MCOU B
PAa3IMYHBIX OpraHax M TKAHAX W HNPCUMYLICCTBCHHO IIPOABJIACTCA CUMIITOMAMH ITOPAKCHUA
IICYCHU, HeHTpaHBHOﬁ HCpBHOﬁ CUCTCMBI, I'JIa3, PCKEC ITOYCK, KOCTeﬁ, cepana, KeJie3 BHyTpCHHCﬁ
CCKPCIHHU.

HeBposornueckass cumnromatuka bB Manudectupyer mosxe, yeM MoOpakeHHE ICYCHH, B
OOJIbIIIMHCTBE CIy4acB Ha BTOPOM-TPEThEM [ECSATUJICTUU JKU3HU, HO MOXET MPOSIBISATHCS U B
nerckoMm Bospacte a0 10 ner [32, 33]. Haubosee yacTo KIMHMYECKAs: KapTHHA BKIIOYAET B ce0s
auctoHuto (10 69%), atakcuto (1o 30%), mocTypanbHO-KMHETUYECKUI M MHTEHLIMOHHBIA TpEeMOp
(mo 90%), mnapkuHcoHusM (1m0 62%), compoBoXmarommecs Ha Oojee TMO3IHMX CTagusX
CIIIOHOTEUCHUEM, Au3apTpueil u nucharueit; pexe Habmomatotrcs xopes (16%), areros (14%),
snunencus (6%) u ap. [3, 32, 89].

Hucronnst npu bB Moxer 3atparuBaTh pasHble yacTu Tena. 1lo mepe mporpeccupoBaHus
0oJe3HH B CIy4ae OTCYTCTBHS JieueHUs (hOKanbHAs WM CerMEeHTapHas (opMa AMCTOHHUH MOXKET
nepexonuTh B renepanu3oBannyto [89]. [Tapkunconusm npu BB xapaktepusyercs OpaaukuHesnei,
PUTUIHOCTBIO M TOCTYPaJIbHOW HEYCTOMYMBOCTBIO, MPH O3TOM 3TH SBJEHUS HEPEAKO HUMEIOT
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cumMeTpuaHblil xapaktep [90]. Tpemop sBIsETCS OMHUM U3 YaCTHIX HEBPOJIOTHUECKUX MPOSIBICHHI
BB. TpeMop MoXeT ObITh MOCTYpaJbHBIM, HHTCHIIMOHHBIM, OTMEUAThCS B MOKOE WIIM UMETh BCE
MEPEYNCIICHHBIC YCIIOBHsSI BO3HHMKHOBeHMs (TpemMop Xosmca) [32]. MoskeukoBas arakcus
Habmomaercs noutu 'y 30% mnamuentoB ¢ BB [91]. Jusaprpus sBisercs Hanboiee YacThIM
HeBposioruueckuMm cumntoMoM bB. OcHoBbiBasice Ha mpeobsajaronieil  XapaKTepUCTUKE
HapylleHUsT peud, MOXKHO BBIIETUTh HECKOJbKO THUMOB Au3apTpuu npu bB, Bxmouas
TUMTOKUHETHYECKYIO, nceB100yIb0apHyIo (cmacTuyeckymo), TUIEPKUHETUYECKYIO
(IMCTOHMYECKYIO0), aTAKTUUECKYI0 U cMemnaHHyto [34]. [lucdarus, onpeensemas Kak 3aTpyIHECHUE
B mo0oii (aze rimotanus, BcTpedaetcs: npuMepHo y 18% mamuentoB ¢ BJ[ u y 50% manueHToB ¢
HeBposiorudeckumu cumnromamu [34, 90]. MoxeT ObITh 3aTpoHyTa Jt00as (asza akTa TIOTaHUS,
BKJIIOYAs IEPOPATIbHBIN MTPUEM, TPUTOTOBICHHE/ sKeBaHHE, TIEPOPAIbHBIN TPAH3UT U CaMO TJIOTaHUE.
Jucdaruss MOXKET BO3ZHUKHYTb U3-3a HApYLIEHHWs MBIIIEYHOIO TOHYyca (HampuMmep, IpHU
opodanuanbHOW UCTOHWH), HAPYIICHUS KOOPAWHAIMK aKTa TIOTAaHUS, MEIUTEIHbHOCTH U
cnabocty Mplml. CIOHOTEUEHHE OTHOCUTCA K HamOoJjee 3aMEeTHBIM U 4acThiM cumnrTomaMm bB u
Habmogaercsa npuMepHo y 70% manueHTOB ¢ HEBPOJIOTMYECKHMHU MPOSIBICHUSMU 3a00J1€BaHMS.
OueHpb YacTo 3TO SIBJISIETCS CJIEACTBHEM Aucharuu u (HJIM) HecCnocOOHOCTH yIIEpPKUBATh CIIOHY BO
pTy U3-3a opodanuanbHoii qucronuu [34].

Y nerell paHHUE HEBPOJOTMYECKHE MPU3HAKK OOJIE3HH BBIPAXKAIOTCS B MOBEIEHYECKHX
HapyIIEHUSX, OTCTaBaHWU B yuebe, mpobOiiemMax MpU BBIIOJIHEHUU 3aJaHUM, TpPeOyOIHX
COYETAaHHON KOOpAWMHAIMU PAOOTHl PYK W Tja3, yXYAIIEHUH MEJIKOW MOTOPHKH, H3MEHSIETCS
MOYEPK.

[lcuxmatpuueckue  MPOSIBICHUA. Hapsny C  IOBEIEHYECKUMH HapylIICHUSIMH
MCUXUATPUYECKUE  TMPOSBICHUS  BKJIIOYAIOT  PACTOPMOKEHHOE  IOBEIECHHE,  JICHPECCHUIO,
TPEBOKHOCTh, IICUXOTUYECKHME CHUMITOMBI. Y J€T€d CHMXKAETCAd YCIEBAEMOCTh B IIKOJIE,
MOSIBJISIETCSL TAOMIIbHOE HACTPOCHUE, HEaJeKBAaTHOE, arpecCHBHOE MOBeIeHHe. Y OONBIIMHCTBA
MalMeHTOB C HEBPOJIOTMYECKOW W (MJM) IMCUXUATpUUecKol cummnromaTukod BB pa3BuBaetcs
UPPO3 TICUCHH, JITUTSIHLHO MpOTeKaruii 6eccumntomHo [4, 31, 34].

CumnToMbl nopakeHus: neueHu npu bB BecbMa BapuaOenbHbl. Y 1eTell mopakeHue Me4eHn
pa3BUBaETCs paHblIle, YeM HeBposlornueckas cumnromaTika. Kimunueckuii ne6iot bB MoxeT ObITh
B BHAE (yIbMHHAHTHOTO TremaTtuta (Yame Yy JAeTed M TMOJPOCTKOB), M POSIBIISIIOIIETOCS
KoaryJionaruei, sHiedanonatueid, KymMOc-HeraTuBHONW reMOJIMTUYECKOW aHEMHUEH, IEYCHOYHON U
MO4YEeYHOI HemocTaTouHOCThIO [3, 4, 31]. MHOrga KJIMHUYECKHE CHUMIITOMBI KpailHe HallOMHUHAIOT
KapTHUHY OCTPOrO BHUPYCHOIO remaTura. OTOT BapuaHT 3a0oyieBaHuUA 0e€3 INpOBEAEHUs
TpPaHCIUIAHTALlMM IE€4YeHU MNpUBOAUT K mnpaktuyecku 100%-i neTaspHOCTH, MO3TOMY TaKHX
MALMEHTOB HEOOXOAMMO HE3aMEJINTEIbHO BKIIIOYATh B JIUCT OKUJaHUS TPAHCIUIAHTALIMY [1€YEHHU.

Kimanyeckass kapruHa XpoHMYECKoro renatura npu bB mano orimumma OT mopakeHus
MEYCHH JPYTOro reHe3a u 0e3 MmaToreHeTHYECKOW Tepanuu MPUBOIUT K (OPMUPOBAHUIO IUPPO3a,
YTO JTUKTYET HE0OXOIMMOCTh HCKIIO4YeHuss bB y Bcex mamumeHTOB Kak € OCTPBIM, TaK H C
XPOHHYECKUM TMOPAKEHUEM MEUCHOYHON MapeHXHMMbl C HATMYMeM WM 0e3 MPH3HAKOB IUPpO3a.
XapakTepHOH YepTOd XpOHUYECKOro renaruta npu bB  sBiseTrcss yMepeHHOE TOBBIIIEHUE
OMOXMMHUYECKUX MapKEpOB ILMUTOJIM3a, XO0JIECTa3a M YPOBHS OMIMPYOMHA C BBICOKMM YPOBHEM
CTPYKTYPHBIX HM3MEHEHUU TICYCHOYHOW MAPEHXMMBI TpU MOPQPOJIOTHYECKOM HCCIETOBAHUHU
OuorntaToB meueHd. bB MoOXeT KIMHMYECKH TMPOTEKaTh MO TUIY ayTOMMMYHHOT'O TEMaTUTa C
MOBBIIIEHUEM CHIBOPOTOYHBIX UMMYHOTJIOOYJIUHOB M HECTEIU(PUISCKUX ayTOAHTUTEN, B CBSI3U C
4eM y TAIlMeHTOB C ayTOMMMYHHBIM TeMaTUTOM MpH Hed(PpHEeKTHBHOCTH KOPTHUKOCTEPOUTHOM
Teparuu CIeAyeT Takxke uckirouats bB [31].
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[Topaxenue oprana 3penus. [latrornomonnunbiM cumntomoM bB saBisttores konbua Kaiizepa-
drelimepa — OTIIOKEHUE MEIU B JICCIIEMETOBOM MeMOpaHe poroBUIlbl. Y Jerell ¢ 0eCCHMITTOMHBIM
U JICTKUM I[ICYCHOYHBIM TeueHneM bB onu 00bruHO He BusyammsupyioTcs [35]. Kompua Kaiizepa-
Quelimepa BBIABILIIOTCA Y 95% NanMeHTOB € HEBPOJOIMYECKMMH CUMIITOMaMU M IPUMEPHO Y
MOJIOBHHBI OOJIBHBIX 0€3 HeBposiornueckux HapymieHuid [3]. s uX IO0CTOBEPHOro OMpeeiaeHus
HEOOXOJIMMO MPOBOAUTH OCMOTP MpU MOMOIIM IneneBod namnbl [36, 92]. CrnemyeT y4ecTb, 4TO
konbiia Kaiizepa-@nelimepa He Bcerga cnenuduuasl ans bB, m moryr dopmupoBatbes y
MalMeHTOB C XPOHUYECKUMHU XOJECTATUUYECKUMHU 3a00JI€BaHMSIMU WJIM IPU  XOJIECTas3e
HoBOpOoXkaeHHBIX [37,38]. K npyrum BO3MOXHBIM OQTaIbMOJOTHUYECKUM MposiBieHussM bB
OTHOCHUTCS TepeAHsisi cyOKarcylsipHas KaTapakTa (Tak Ha3plBaemasl "MeJqHas Karapakrta') — OHa
TOE BBISIBJISIETCS TIPU OCMOTpE MPH MOMOIIH I1eJIEBOM JTaMITBbI.

FemonuTuyeckaa aHemus

KymOc-HeratuBHas reMonuTHyeckass aHeMMs y MauMeHToB ¢ bB Moxer mporekarh Kak
€IMHUYHBIA OCTPBII AMU30/1 WM UMETh XpPOHUYECKUN XapakTep. B psae ciaydaeB 3TO MOXKET OBITh
€IMHCTBEHHBIM cuMNTOMOM febroTa bB. IlanuenTsl, y KOTOpbIX B aHaMHE3€ OTMeuajach XKenryxa
710 yCTaHOBJIeHUs nuarno3a bB, ckopee Bcero, nepeHecian paHee Hepacno3HaHHbINA TeMOJIH3.

Bo Bpems OepemeHHOCTHM y HanueHTOK ¢ bB BO3MOXHO pa3BUTHE OCTpPOro remaTHTa H
remMoJiu3a, 4to Tpedyet aud depennunansaoit nuarnoctiuku ¢ HELLP -cuaapomom.

MopaxeHns nmno4YeK, CYyCTaBOB, KOCTHO-MbILWEYHOU, CepAevYHO-COCyaAUCTOMN,
penpoayKTUBHOMN CUCTEM

[ToMUMO HEBPOJIOTHUYECKOW/TICHXUATPUIECKON CHMIITOMATUKA K IPYTUM BHENEYECHOYHBIM
MIPOSIBJIICHUSIM OTHOCSITCS:

- roiry00e OKpalIMBaHHe HOI'TEBBIX JIYHOK;

- TUNIEPITUTMEHTAIUs KOXKU HOT;

- JIuCOYHKIMS TOYEYHBIX KaHAJbLIEB: YPHUKO3YpHUs, TJIIOKO3YypHUs, aMHUHOAIMIypHs,
MPOTEHHYPUSI, TTOYCUHBIN TYOyIspHBIi aruno3 [39, 40];

- (hocdatypus, kanpuuitypus, HeppoauTHa3;

- IPEXICBPEMEHHBIN OCTEON0PO3, apTPONATH I, XOHIPOKAIbIINHO3 [41];

- KapIMOMHUOTIATHS, apuT™MuH [42];

- JIeHKOIleHus, TpoMOOLMTONEHUs! (KaK BCIEACTBUE TMIIEPCIUIEHHM3MAa, Tak U Ha (QoHe
TepaIun)

- IAHKPEATUT, KEeITYHOKaMeHHas 00JIe3Hb;

- MHOIIATHS;

- TUIIONIApaTUPEO3;

- IucMeHopes, OecIIoANe UM HEBbIHAIIMBAaHUE 0€pEMEHHOCTH;

- TUTaHTHU3M.

OcHoBHble nposiBiieHus bB npusenensl B [Ipunoxenun A3.2

2. [lnarHocTuKa 3aboneBaHMA UNU COCTOAHUA (rpynnbl 3aboneBaHUW UMK
COCTOSIHMW) MeAMLMHCKUE MNOoKa3aHMA U TMNPOTMBOMNOKa3aHUA K MNPUMEHEHUIo
MeToA0B AMarHOCTUKMU

Ckpunuar Ha BB nomkeH mpoBOOUTHCA y B3pOCHBIX U jAeTed crapiie 1 rojga, MMEIIIMX

HEOOBSICHUMOE MOBBILIICHHE CBIBOPOTOYHBIX MEeYEeH OYHBIX TpaHCaMUHa3
(amanmHamMuHOTpaHc(hepa3bl W acmapTaTaMUHOTpaHc(hepasbl), MPOSBIEHUS OCTPOH IeYEeHOUHON
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HEJOCTaTOYHOCTH, XPOHMYECKOro TremaTuTa, LHUppo3a IEYEHH, HEBPOJIOTMYECKUX WU
IICUXOIATOJIOTHYECKUX ~ HApPYIICHWM  HEYyCTaHOBJIGHHOH  stuonorud, KyMmOc-HeraTMBHOM
TeMOJIUTHYCCKOM aHEMHH, OTITOICHHBIN CeMeHHBIN aHaMHe3 1o bB.

Huarnoctuka BB 0Oasupyercs Ha KOMOMHAIMM KIMHUYECKUX CHMITOMOB, JaHHBIX
1abopaToOpHOro 00CIe0BAHUSA M MOJIEKYJIIPHO -T€HETUYECKOr0 TecThupoBanwus [3, 4, 31].

B Hacrosmiee Bpemst HepeaKo IPUMEHSIETCs AMarHOCTUYECKasl OLEHOYHAs IIKaja, OCHOBaHHAas
Ha BCEX JOCTYIHBIX METO/AaX 00CJIeAOBaHUs, yTBEpXkAECHHAs Ha §-M MexayHapoIHOM coOpaHuU
o 6one3nn Bunbcona B Jleiinuure B 2001 1. — Tak Ha3piBaeMas "Jlelnurckas mkama" [26] (cMm.
[Mpunoxenne I'1).

ITpn nHamnunu xonen Kaiizepa-®dneiinepa, CHUXKEHNsI KOHIEHTPALUU LEepYJIOIIa3MIUHA MEHEe
10 MI/11 1 TOBBIIIEHUS CYTOYHOM KCKPEIMHU MeIU ¢ MOo4oil 1uarHo3 bB He BhI3bIBaeT COMHEHUH.

OpHako B psae ciay4aeB KIMHUYECKHE CHMIITOMBI MOTYT OTCYTCTBOBAaTh WIIHM OBITH
Hecrenu(pUUHBIMU, a Ja0OpaTOpHBIE JAaHHBIE MOTY HAXOAWUTHCS B TMpeAesiaX HOPMAaIbHBIX
3HaueHWH, 4YTO 3aTpPyAHSET CKPUHUHIOBYIO JuarHoctuky bB u Tpebyer nanpHelmero
yriayOlleHHOTO  OoOcleloBaHUSl IMAlMEHTOB C MPOBEIEHUEM  MOJEKYJISPHO-TEHETHYECKOT O
TECTUPOBAHUS JAJIS BBISBICHUS MAaTOreHHBIX BapuaHToB B reHe ATP7B u, mpu HeobxomumocTH,
NYHKIIMOHHOW OWOINCHM TIEYE€HU C KOJIMYECTBEHHOW oueHkod menu B Ouontarax (IIpunmoskenue
A3.3, llpunoxenue A3.4) [4, 12].

2.1. XXanoObl n aHamHe3

[Tanmentsl ¢ BB Moryr mnpeabsBiaTh *ajao0bl HAa CHUMITOMBI MOPAXEHHS >KEIyJOYHO-
KHIIEYHOro Tpakta ('remaronorudyeckue’) W IEHTPAIbHOW HEPBHOM cucrembl. B cioydae
MaHU(pECTallud C TOPAXKECHUS TEUEHU KajJoObl MANMEHTOB MOTYT BKJIIOYATh PBOTY, OOIIYIO
cnabocTh, yBEIMUEHUE KUBOTA (32 CYET acIiTa), OTEYHOCTh HOT, )KENTYIIHOCTh U 3y Koxu. [Ipu
nepedpanpHOoil (hopMe OONE3HU MAIMEHTHI B MEPBYIO Odepeab oOpaliaroT BHUMaHHE Ha TPEMOD,
CKOBaHHOCTh MBIIIL, MTPOOJIEMBI C PEYbl0, U3MEHEHUS JIMYHOCTH, TPEBOKHOCTh, TAKKE MOTYT
OTMEYAaThCs CIIyXOBBIC U 3pUTENbHbIC rajumonuHanuu [29, 31].

ITpu cObope anamHe3a U Kanod PEKOMEHI0BAaHO 0OpaTUTh BHUMaHUE Ha:

- OTATOIICHHBI CEMEWHBbI aHaMHe3 (HAJIMYWe B CEMbE MAlMEHTa C TOATBEPKICHHBIM
nuarHo3oM bB);

- Toiy00e OKpalIMBaHUE HOTTEBBIX JIYHOK, TUIIEPIUTMEHTALs KOXKHU HOT;

- PEUANBUPYIOIYIO JKENTYXY, aCIIHT;

- CIIIOHOTCUCHHE;

- JIBUTATEJIbHBIC PACCTPOMCTBA: TPEMOP, IUIOXYI KOOPIAWHAIIMIO, HAPYIICHUS MEIKOU
MOTOPHKH, JHUCTOHUIO, TAPKMHCOHM3MA (MacKkooOpa3HO€ JIMIIO, MBIIIEYHAs PHUTHIHOCTD,
OpaauKHHE3Us, HapyIIEHU e TTOXOIKH ), TICEBA00YIbOapHBII CUHIPOM;

- TICUXUATPHUYECKUE PACCTPOMCTBA B BHJE JICTIPECCHUU, HEBPO3a, TPEBOXHOCTH, CHMKCHUS
HHTEJUICKTA.

2.2. ®usmnkanbHoe obcnepgoBaHue

[Tpu ocMoTpe He0OX0AUMO 0OpaTUTh BHUMAHKUE HA OCHOBHBIE (PU3HUKaJIbHbIE IPOSIBICHUS:

- )KEJITYIIHOCTb CKJIEP, HE3HAYUTEJIbHAs UJIM yMEepEeHHas rernaToMeraus, CljIeHOMeraus;

- kosb110 Kaiizepa-®neiimiepa;

- JIBUTATENbHbIE HapylleHHs (TpeMop, NapKUHCOHU3M, XOpes, AWCTOHMS, aTaKcHs),
CIIIOHOTEYEHUE, TU3apTpus, Tucharus;

- TCHUXHMATPUYECKHE CHUMITOMBI 3a0ojieBaHMs: JEeNpeccusi, TPEBOKHBIE pacCTPONCTBa,
pacTopMOKEHHOE MMOBEIeHNE, KOTHUTUBHBIC HAPYILIEHUS, U3MEHEHUs IMYHOCTH, TICUXO03.
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s Touno#t Busyanm3anuu kodser Kaitzepa-®ieiinepa HeoOX0IUMO MPOBECTH OCMOTP INPH
MTOMOIIIM IIIE€TeBOM JIaMIIbl BpauoM -0 TaneMonoroM. OTCyTCTBHE JAaHHOTO MPU3HAKA HE UCKIII0YAeT
nuarso3 bB, B ToM 4nciie y ManueHToB ¢ BBIPA)KEHHOW HEBPOJIOrMYECKOM CUMIITOMA TUKOM.

[Tanmenty ¢ mogo3penuem Ha bB He00Xx0aMMO TPOBECTH HEBPOIOTUUYECKHUA OCMOTP, 00patnas
BHUMaHUE Ha HAJIMYUE JKCTpalMpaMUIHBIX HapyuieHuil. Crienyer OUEHHUTb Haludue, BUA U
XapakTep TpPeMopa, OLCHUTh TOHYC MBI, OOpaTUTh BHHUMAaHHE Ha HalM4ue OpaJuKHHE3HH,
nceB100yILOAPHBIX HAPYILICHHI, OLIEHUTh MO3KEUKOBbIE (PYHKIIMH U MTOX0AKY [89].

2.3. JlTabopaTopHble AuarHocTUYeckmne uccriegoBaHus

- C uenpi0 CBOEBPEMEHHOIO BBISBICHHS aHEMMH, JIEHKOMEHHH, TPOMOOIUTOIIEHHH BCEM
nanueHTaMm ¢ nojgo3peHreM Ha BB pekoMenayercs mpoBefeHne o0mIero (KIMHUYECKOro) aHaIu3a
KpoBH pazBepuytoro [3, 31, 43, 44].

(YYP-C, YO/ -5)

Kommenrtapuii: Jleliko- 1 TpoMOOLUTONEHUS SBIIAIOTCS NPOSBIEHUEM THIIEPCILUIEHU3MA Yy
nanueHToB ¢ bB Ha cragum nmpposa meuenu. Kpome Toro, oHM Moryt pa3BuBathCsi Ha (OHE
TEpauy MEeHUINILITAMUHOM **.

B page cnydaeB npu maHudectanuu BB BBISABISETCS OCTPBIA T'e€MOJU3, BO3HHKAIOIIMKA B
paMKax MpOsBIEHUN OCHOBHOI'O 3a00JIEBaHMSI WM CIIPOBOILMPOBAHHBIN MH(EKIHeH WM TPHEMOM
JIEKapCTBEHHBIX NpenapaToB. ['eMosn3 sBasSeTcss NPOSBICHUEM TOKCHUYECKOro JEHCTBUSI MU MPHU
BB.

Taxke wucciaenoBaHWE NPOBOIUTCA Ui KOHTPOJS TepameBTHUeckoro 3ddekta u
MPENYNPEKICHUST HEXENaTeIbHBIX pPEaKIUi OT JeKapCTBEHHOW Tepanuu (cMm. paszpensr "3.1.2
MenukaMmeHnTo3Has Tepanus” u "'5.2 JlucrnancepHoe HaOmoaeHue")

- Bcem mamumeHtam ¢ nomo3peHueM Ha bB pekoMmMeHnayercs NmpoBeAEHUE aHalu3a KPOBH
OMOXMMUYECKOT0 OOIIEeTeparneBTUYECKOro (OmpeaeieHne aKTUBHOCTH aJlaHMHAMHHOTpaHC(epassl
B KpPOBH, aKTUBHOCTH acliapTaTaMUHOTpaHCc(epasbl B KPOBH, YPOBHS 00IIero OmimmpyOnHa B KPOBH,
ypOBEHb OMIHMPYOMHA CBS3aHHOTO (KOHBIOTHPOBAHHOTO) B KPOBH, aHalIM3 KPOBHU MO OI[EHKE
HApYIICHUH JIMIHAIHOTO OOMEHa OHOXMMHYCCKUH (XOJIECTEPHUH, JIMTIONPOTEHIbI BBICOKOM
IUIOTHOCTH, JIMMIONPOTEUAbl HU3KOW IUIOTHOCTH, TPHUTIHUICPUIBI), OMpPEICICHUE aKTUBHOCTH
esI09HOoM (ocdarazsl B KPOBH, TaMMa -TIIFOTAMUIITPaHC(Epas3bl B KPOBH, YPOBEHb 00IIEro Oeika B
KpOBH, YPOBEHb allbOyMHHa B KPOBH, YPOBEHb KalHs B KPOBHU, YPOBEHb KPEATHHHHA B KPOBH,
yYpOBEHb MOYEBHHBI W MOYEBOW KHCIOTBI B KPOBU) JUISI TIOATBEPXKICHUS WM HWCKIIOYCHUS
[eYE€HOYHOM 1 MOYeYHOM HepocTaTounocTH [3, 31, 46, 93-97].

(YYP-C, YO/ -5)

KommenTtapuit: npu octpoM TedeHun bB ¢ medeHOYHON HEZOCTaTOYHOCTHIO OTMeEYaeTcs
MOBBIIIIEHUE YPOBHS obOmiero Owmpyouna (>300 mxmonw/n, >17,5 Mr/ma) ¢ yMepeHHBIM
MOBBIIIEHHEM aKTUBHOCTH anaHuHamMuHOTpaHchepassl (AJIT), acnapratamunorpancdepassl (ACT)
(100-500 Ex/m), Hu3kuM ypOBHEM aKTHBHOCTH IeouHoi (ocdarassr (<40 ME/n) [46].

JIJis IPOTHOCTUYECKOM OIEHKU TSDKECTH TEYCHOYHOW HEMOCTATOYHOCTH CJICAYET OIICHUBATH
uHaekc menouyHas ¢ocdataza (B En/m) / o0mmii onmmupyoun (B mr/mn) < 2,0; uanekc ACT/AJIT >
2,2. KoMOuHaIusi yKa3aHHBIX HHJIEKCOB UMEET BBICOKYIO TUATHOCTHYECKYI UYBCTBUTEIBHOCTH U
creru GUUHOCTD TPH KU3HEYTPOXKAIOIIEM MTATOJIOTHYECKOM cOCTOsiHUU [46].

- Bcem mnammeHTaM peKOMEHIyeTcs MPOBENECHUE KOaryJlorpaMMmbl (OpHUEHTHPOBOYHOTO
WCCIIEZIOBAHUS CHUCTEMBl TE€MOCTa3a): OMpeeleHHEe MTPOTPOMOMHOBOTO (TPOMOOIIIACTHHOBOTO)
BpEMEHU B KPOBM WJIM B IJIa3ME€ M MEXJIYHApOJHOro Hopmaim3zoBaHHOro otHoumenuss (MHO) c
LENbI0 KOHTPOJII CHHTETUYECKON (YHKIMHM TEYEHU M TPOTHO3MPOBAHMS JabHEHINEH TaKTUKH
BejieHus manuenTa [3, 4, 31, 122, 123].
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YYP-C, Va1 -4)
KoMMeHTapuii: y TalMeHTOB CO CHUIXKEHHOH (YHKIHMEH I€YeHH OTMEUYAeTCs CHIDKCHHUE

npotpomouHoBoro unjaekca (I11M) u nopieHne MEXAYHAPOIHOI'O HOPMAJIU30BAaHHOI'O OTHOLICHHUS
(MHO).

- Bcem mammentam crapme 1 roma ¢ momo3peHuem Ha bB pekomenayercs mpoBeneHue
WCCJIENOBaHMs YPOBHS IIEPYJIONJIa3MHHA B KPOBH C IEJIbI0 ycTaHOBJIeHUs1 nuarHo3a bB [3, 4, 31,
48,51, 124].

(YYP-A, VI -2)

KomMeHnTapuii: B HOpMe ypOBEHb IepyJIONIa3sMHHA B KPOBU HaxonuTcs B auanaszone 20-40
mr/mn. Tlpu ypoBHe 1nepynonnazmuHa <10 Mr/mm oTMedaeTcss BBICOKAs BEPOSTHOCTh TeueHHs bB.
[3, 31] ITomumo BB CHIBOPOTOUHBIN HEPYIIOMIA3MUH MOXKET ObITh MOHUKEH Yy TeTEPO3UTOTHBIX
HOCUTENEH, MpH TMoTepe OEIKOB C TOYKaMH, MaiabaOcopOIMH, MpPU TEPMUHAJIBHOW CTaJAuU
NIEUYEHOYHOM HEeOCTaTOYHOCTH JIF00O0M 3THONOrHH, alepysorasMuHemMun, 6one3nn Menkeca (X-
CLICIJICHHOE 3200JIeBaHKe ¢ HapyIIeHHeM Tpancnopra mean) [49].

Konnentpauus nepyJsionjiazMuHa MOXET ObITh MOBBIIIEHA IPU OCTPOM BOCHAJICHUH, a TAKXKe
IIPU TUIIEPICTPOreHEMHUH, HAIPUMED, B IEPUOJ] OEPEMEHHOCTH HITH IIPU TIPHEMe SCTporeHos [3].

HopMmainbeHbIii ypoBeHb ILiepyJiOjIa3MHHAa He HUcKiouaer bB u Tpebyer manbHeliniero
noobcnenoBanus. Cpeau pgereid ¢ MOATBEpXKIEHHbIM jauarHosoM bB, y 20% ypoBeHb
HepyJomiasmMuaa He carmken [39, 50, 51].

Y HOBOPOXXIEHHBIX BIIOTH 10 6 Mec (U3MOIOrHyecKas KOHLIEHTpalus LepyJIonja3MUHa B
KpOBU OYEHb HHU3Kasl, IOCTEIIEHHO C BO3PAaCTOM €T0 YpOBEHb IOBBIIIAETCS, TOCTUIasi CBOETO MHUKa
BbIIIIE, YEM Yy B3pOCIBIX, B paHHeM aeTcTBe (mpumepHo 30-50 mr/mi), 3areM OH IMOCTENEHHO
OITyCKaeTCs 10 CTaHIapTHBIX 3HaYeHui. [52] He ciemyer mpoBOAWTH MCCIICIOBAHHUE ONPEISICHUS
CoZlep KaHMs 1epyJiolyia3MUHa B KpoBU Juisi nuarHocTuku bB panee Bo3pacta 1 roma uz-3a ero
HEMH(pOPMATHBHOCTH.

- Bcem manuenTam ¢ nogo3penueM Ha bB pekoMmenayeTcs onpeneneHne CyTOYHON dKCKpEenn
meau B Moue (MccreqoBanue ypoBHs meau B Moue) [12, 48, 125-127].

(YYP-B, VI -2)

KomMmeHTapuii: y HeleueHbIX MalMEHTOB CYTOYHAs SKCKpelHs MeId C MOYOH OTpa)kaeT
KOJIMYECTBO CBOOOIHOM "HEIepysIoMIa3MHHOBOW" MeNU B IMUPKYIMPYIOIIed KpoBu. [t TouHOTO
OTIpEENICHNUs] CYyTOYHOM SKCKpPEMH MEOU C MOYOH CIeAYyeT OLEHUTh O0BEM CYTOYHOW MOYHU U
YpOBEHb KpeaTHHHMHAa B Mode 3a cyTku [3]. B ciyuae mo4yeyHOH HEZOCTATOYHOCTH JaHHOE
HCCJIENOBAaHUE HENPUMEHUMO. J(MarHocTMYecKu 3HauuMbld 111 bB  1OporoBbell  ypOBEHB
SKCKpEeTHpyeMoi Meau ¢ Mo4oii 3a cyTku >100 mkr/24 ygaca (1,6 Mkmonb/24 yaca), ogHako y 25%
0ECCUMIITOMHBIX J€Tel C MOATBEPkKIACHHBIM AUArHO30M CYTOYHAsl SKCKpEIUs MeIu C MOYOi Oblia
Hke [39, 53]. Yxke npu skckpeunn mMeau ¢ mouoit >40 mkr/24 gaca (0,65 mxMoinb/24 daca)
clieyeT mpoBecTu aoobcnenoBanue Ha npeameT bB (dyBctButensHocTh 78,9% U cnieunduyHOCTH
87,9%) [54]. VYBenumueHue CYTOUHOM OKCKPEIMHM MEIUM C MOYOH BO3MOXKHO M TOpPH JAPYTHUX
3a00JICBaHUAX TICYCHH, & TAKXKE Y HEKOTOPBIX IT'€TePO3UTOTHBIX HOocuTeel MmyTaiuu bB [3].

[TockoabKY 3KCKpeLrs MeIu C MOYOH MOXKET YBEJIMUYHMBATbCAd U MPH JPYTuxX 3a00JIeBaHUSIX
Me4YeHu (ayTOMMMYHHBIHN TelaTuT, XpOHUYECKHEe aKTUBHBIE 3a00JIeBaHUS TIE€YCHH, XOJIECTa3, OCTpas
[IEYCHOYHAass HEIOCTaTOYHOCTh JpPYyroro TIe€He3a), B KayecTBE CPEACTBAa  IOBBIIICHUS
YYBCTBUTEIBHOCTH M CIEUU(PUYHOCTH OmpeneneHuss CYTOYHOM JKCKpeUUH MeAW B Mode Oblia
MpeJIOKeHa MPOBOKAIIMOHHAsT TIpola ¢ #meHunuuiamuHoM ™™, [lpoba 3akirodaercss B mpueme
#nenummuiaMuaa™* B go3e 1000 mr/cyt B aBa mpuema mo 500 Mr ¢ mHTepBasioMm 12 yacoB B
TeueHue 24 yacoB cobopa mouu [59]. Ecnu qaHHbIe 1O ONpENENeHHI0 CYTOYHOM IKCKPEIIUU METH C
MOYOH HeyOeqUTEIbHbI, MOBBIIIEHNE SKCKPEILIMM MEIN C MOYOil MOCIe MPOBOKAIIMOHHOM MPOOHI ¢
NeHUIWUIaMuHOM** Bpime 1600 MKIr/cyT mo3BojsieT ¢ Oonbliel YBepeHHOCThIO rOBOpUTh 0 BB.

913 46


http://disuria.ru/
https://аптека-омск.рф/

Knunuyeckne pekomeHgauum — HapyweHuns obmeHa meam (6onesHb BunbcoHa) — 2021-2022-2023 (30.12.2021) — YTBEpXAEHbI
MwuHsgpasom P&

ITpoBokanuoHHasi mpoba CTaHIapTU30BaHA TOJBKO Y MAI[MEHTOB JETCKOro Bo3pacta. JlaHHOE
UCCIICZIOBAHUE HCIIOJIB3YETCS PEAKO B CBS3M C HEHAASKHOCTHIO TPU HCKIOYeHHH BB 'y
O6eccuMITTOMHBIX cOCOB [55].

- BceM manuenTam ¢ OMOXMMHUYECKUMU U KJIMHUYECKUMH JJaHHBIMU, YKa3blBaroluMu Ha BB,
PEKOMEHIYETCSI ~ IPOBEAECHHE  MOJIEKYJSIPHO-TEHETUYECKOIO  TECTMPOBAHMS € LEJbIO
noATBepkaeHus nuarHosa [20, 48, 128-130].

YYP-C, YO -4)

KommeHnTapuii: BO3MOXKEH NOMCK YacThbIX MYyTallMii, a B CIy4ae UX OTCYTCTBUS — ITOJHOE
cekBeHupoBanue reHa ATP7B, TtectupoBaHue C HCHOOJB30BAHMEM METOJOB MacCOBOIO
[apaJuIeIbHOTO CEKBEHUPOBAHUS (T€HHbIE IAHENH, CEKBEHUPOBAHUE 3K30Ma, CEKBEHHPOBaHUE
renoma) (Kommiekc ncenenoBanuii s nuarHoctuku 6omne3nu Bunbcona-KonoBanosa).

[Ipu oTCyTCTBHM NATOr€HHBIX BApHMAHTOB B I'€HE MPH HAJIUYUU BBICOKO YOEAMTENBHBIX W
XapaKTEepHbIX KJIMHUKO-TA00paTOPHBIX JaHHBIX B MNoJb3y bB, 3a0osneBaHne He AOKHO OBITH
UCKJIIOUEHO, T.K. HE BCE IATON€HHbIE BAPHAHTHI BO3MO)KHO OOHApYKUTh C IOMOULIbIO CTAaHAAPTHOIO
METOJ]a CEKBEHUPOBaHUs (MyTalluu B IIIyOMHE HHTPOHOB, KPYIIHbIE IIEPECTPONKHU U T.1I.).

- PexoMeH10BaHO MamMeHTaM IMpU MPU3HAKAX OCTPOW MEYEHOYHOM HENOCTATOYHOCTH IS
MPOTHO3UPOBAHUS BBDKMBAEMOCTH U PEIIEHUS BOMNpPOCAa O HEOOXOJUMOCTH TMPOBEICHUS
TPaHCIUIAHTALIUM TIE€YEHW KCCIIEOBAaHUE YPOBHS 0O0IIero OwimMpyOWHa B KPOBH, OMpEICIICHHE
aktuBHOcTH ACT B KpoBU U OmpeeneHrne NpoTpoMOMHOBOrO (TpOMOOIIACTUHOBOI0) BpEMEHH B
KpOBH WJIH B ria3me [4, 47].

YYP-C, Va1 -4)
2.4. UHcTpyMeHTanbHble AuarHocTuyeckme uccrnenoBaHus

- Bcem nanuenTam ¢ mogo3peHuemM Ha BB pexkoMmenayeTcs mpoBeAeHUE YIbTPa3BYKOBOTO
uccinenoanus (Y3UM) medeHu, XEITYHOrO My3bIpS U IMPOTOKOB, ceje3eHKu (YIIbTpa3ByKoBOE
UCCJIEZIOBAHUE OPraHOB OPIOIIHOW MOJOCTH (KOMIUIEKCHOE)) C LIEJbI0 TUArHOCTUKH MOpa)KeHUM
remnaToouInapHon cuctemsl [56, 57].

YYP-C,YOA4-5)

KommenTtapuii: no naHHeiM Y3UW MoxeT ObITh BBISIBIIEHA renaToMeranus ¢ Au@Qy3HbIMU
W3MEHEHUSMHU TMapeHXUMbl IEYEHH B BHJIE TUIEPIXOI€HHOCTH M MEJIK0Oo4aroBoi muddys3Hoi
HeoAHOpoAHOCTU. [Ipn Hanmmyuu nMppo3a B MApEHXHMME BU3YaJIM3UPYIOTCSA Y3Jbl PEreHepalui,
YBEJIIMYCHUE CEJIE36HKH, PACIIMPEHHUE CTBOJA BOPOTHOM M CEJIE3€HOYHON BEH, IPH LBETOBOM
JIOMIIIIEPOBCKOM KapTUPOBAHUHU — PU3HAKU MTOPTATbHON THIIEPTEH3HH.

N3menenus Ha Y3U He sBmstores cneuuduunbiMu ansa BB, nosToMy nanHoe uccinenoBaHue
HE MMEET AMArHOCTUYECKOro 3HA4Y€HHUs, HO MOXKET OBITh IOJIE3HO I HEMHBA3MBHOM OLEHKU
CTPYKTYPHBIX U3MEHEHUH B I€4€HN U MOHUTOPUHTA 3(PPEKTUBHOCTHU JICUEHUS.

- Pexomennyercs mnposeneHue ¢uodbposrnactorpaguu mnedeHun (DIacTOMETpUs MEYeHHU) ¢
LENIbI0 BBISIBJIIEHUSI LUPPO3a NEUEHU y BIEPBbIE JAMArHOCTUPYEMBIX IMALlUEHTOB M ISl OLIEHKU
OUHaAMHUKU GrOpo3a rnmeueHu Ha (oHe nmpoBoaumon tepanuu [58, 59, 119].

(YYP-B, Y — 2) B3pocibie

YYP-C, YOO —-4) netn

KommenTapuii: uccienoBanue 1enecoo0pa3sHo Al HEMHBA3MBHOM OLEHKH BBIPAXKEHHOCTHU
¢ubposa neuenu npu bB.

- BceM mammeHTaM ¢ HEBpPOJIOIMYECKOM CHUMITOMATHKOM, XxapakTepHod 1 BB,
pEeKOMEHyeTCs MpOBEJEeHHE MarHUTHO-pe3oHaHcHOil Tomorpaduu (MPT) romoBHoro mosra ao
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Hauaja JEYEeHHUs C LIeJIbI0 BBIABJIEHHS MaTOJOTMYECKUX M3MEHEHHUH B romoBHoMm mosre [4, 60, 92,
131, 132].

YYP-C, YO -4)

Kommenrapuii: Usmenenust npu MPT romoBHoro mosra BeisBistorcs y 90% nanuentos ¢ bB
C HeBposoru4eckoil cumnromatukou, y 40-70% c abmomunanbHou (opmoit BB u y 20%
nmarueHToB ¢ OeccumnroMHol ¢opmoit [89]. OtcyrcTBHe BH3yalM3allMOHHBIX W3MEHCHUH Yy
nanueHToB ¢ mpuzHakamu nopaxkenus: [IHC ne uckimoygaer auaruno3 bB. Hanbonee vacro mpu MPT
TOJIOBHOTO MO3Ta BBISBIIAIOTCS CHMMETPUYHOE JIBYCTOPOHHEE IIOBBIIIEHHE MHTEHCUBHOCTU CUTHaja
Ha T2-B3BelIEHHBIX M300paKEHUAX OT 0a3zajbHBIX s/iep (XBOCTATOE SO, CKOpJyHa M OJeTHbIH
map), TaJaMycoB, CpeIHEro Mosra (CUMITOM "MOpAbl TMraHTckoi mannbel") m mocta. [lo mepe
MIpOrpeccUpoBaHusl 3a00JIeBaHUs BBISBISIIOTCS MpU3HAKU AUQPHY3HOr0 aTpoduueckoro mpoiecca
TOJOBHOTO MO3ra C PAaBHOMEPHBIM pacIIMpeHUEM CyOapaxXHOMAAIbHBIX IPOCTPAHCTB U
xemynoukoBoit cucrembr [19, 98, 99]. Usmenenuss MP-curaama oT CTpyKTyp TOJIOBHOTO MO3Ta
MOTyT OTCYTCTBOBaTh Y 7-17% nereil co cMemannoil popmoit BB npu Hanuuuu HEBpoIOrnyeckoi
CUMIITOMaTMKM B BHJE TpeMopa, JAW3apTpUM W M3MEHEHUS MBIIIEYHOI0 TOHyca IO
SKCTpanupamMuIHOMYy TUIly. B TO ’xe Bpemss usmenHenus Ha MPT rosoBHoro mosra Moryr
olnepexarb pa3BUTHE HeBposiorndeckoil cumnromatiku B 10% cinyyaeB BB u ObITh 0OpaTHMbBIMU
Ha (OoHE MeIbXENaTUPYIOILEH Tepanuy.

HccrnenoBanust MOryT MpPOBOAMTHCS B IPOLECCe JAMHAMUYECKOrO HaOMIOJEHUs 10
KIMHUYeCKoi Heobxoaumoctu [100, 101].

ITo moka3aHusAM NPUMEHSETCS] HAPKO3.

- TlanmenTaM C MOAO3pEHHEM Ha HAIUMYHE DMHJICHTUYECKOrO0 CHHAPOMA PEKOMEHIyeTCs
MIPOBEJICHHE PYTUHHOW 3nekTpodHuedanorpaduu (3317) ¢ 1enblo0 CBOEBPEeMEHHOW AMATHOCTUKH U
KOHTPOJIS JICUCHUS SMMHIenTHYeckuX mpuctynos [102, 133].

YYP-C, Va1 -4)

KomMeHTapuu:  Takke  MOXeT  OBITh  PEKOMEHJOBAaHO  MPOBEICHHE  CYTOYHOU
anexkTposHIedanorpadgun ¢ BUICOMOHUTOPUHTOM.

- [laruentam ¢ momo3peHueM Ha bB pekomenayercss KoHCynbTanus Bpada-odTaabMoyiora ¢
OCMOTPOM TpH MOMOIIM IIeNIEeBON JaMIlbl Ay oOHapykeHus konen Kaiizepa-®neiimepa u (viam)
KatapakTsl [3, 4, 31, 62].

YYP-C,YOA4-5)

Kommenrtapuii: odranbmonorudyeckue ImposiBieHuss npu bB Bximouaror B ceOst Kojblia
Kaiizepa-®neiiepa M nepenHIol CyOKancyspHYIO KaTapakTy (Tak HaspiBaemas "MeqHas
katapakTa'"). Konpra Kaitzepa-®ueiiepa npeacraBisiior co0oi OTI0KEHUE MEIU Ha BHYTpEHHEN
IIOBEPXHOCTH POTOBHIIBI B JecleMeToBOM MeMOpaHe. Busyanuszanus konbua Kaiizepa-®aeiimepa
IPOU3BOJUTCA NPU O(PTATBMOJIOTMYECKOM OCMOTpPE IpPU MOMOIIM IIEJIEBOM JIAMIIbI, UHOIA IpHU
IOMOIIM TOHHMOJIMH3, B JalleKO 3allle[IIMX CTaausAX 3a00JeBaHUS MOXXKHO BUAETh KOJBIIO
HEBOOPYKEHHBIM B3IIAI0M. ['opa3no pexe npu bB BcrpedaeTcs pa3Buthe "MeqHON KaTapakTel' B
Buje "monconnyxa'". Karapakra He BIMSET HA OCTPOTY 3PEHHS M BU3YAJIU3UPYETCS MPU MOMOIIU
LIEeJIEBOM JIaMIIbl B BUJIE CEPOr0 WJIM 30JIOTHCTOTO JMCKA Ha mepegHed 000louKe XpyCTaluKa, OT
KOTOPOI'0 pajaibHO OTXOIAT Jy4H Ha nepudepuro xpycramuka [3, 4, 31].

- PexoMeH10BaHO MPOBEICHUE PEHTTCHOCKOIUY MUIIEBOJIAa ¢ KOHTPACTUPOBAHUEM BO BpeMs
TJIOTAHUS JIE OOBCKTHBHOM OIEHKH HAJM4Us aclUpallid M HAPYIICHUS IJIOTAHUS y MAI[MCHTOB C
nucharueil mpu peleHrn  BOmpoca 0 Heo0XoauMocTH KopmiteHust uepe3 3011 [103, 104].

(YYP-C, VI -5)

- PexomeH0BaHO peructpanus >IEKTPOKAPAHOrPAMMBI M dXOKapauorpaduu MalueHTaM C
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BB ¢ 11e71610 BBISIBIICHHUS MATOJOTHMHU CO CTOpoHbI cepana [100, 134-136].

YYP-C, Va1 -4)

KoMMeHTapuu: MOTYT BBISBJIATHCS THIIEPTPOUS JICBOT0 )KEITyI0UKa WM 000UX KEITyT0IKOB,
paHHss penoisipu3anys, nenpeccus cermenrta ST, naBepcust 3yona T v pa3TMdHbIC apUTMHUH.

2.5. Hble ganarHocTnyeckme nccnenoBaHus

- [Ipu HOpMaNIbLHOM COZIEpKaHUU LEPYJIOIIIa3MHHA B KPOBU M HE3HAUUTEILHOM I10BBIIIEHUU
AKCKPEIH MEIH C MOUYOH ¢ 1enbio nudQepeHIInaibHON TUarHOCTHKY, 8 TaKXKe JUIsl OIpPeeIeHuU s
CTQAMM TIOPAXKCHUS TMEUYEHH PEKOMEHJIOBAHO TIPOBEJICHHE IYHKIMOHHOW OHONCHU TEYEeHU
(upeckoxHasi, OMOICUS MEYEHU TOJ KOHTPOJIEM YJIbTPa3BYKOBOI'O MCCJIEIOBAaHUS) C OKPACKOM Ha
Melb M KOJWYECTBEHHBIM OIPEJCICHUEM COACp)KaHUS Meau B TKaHU meueHu (YpeckokHas
Ouoncusi medeHW, buorncus medeHH TOJ KOHTPOJIEM YIbTPAa3BYKOBOTO HCCIENOBAaHUS) C
KOJINYECTBEHHBIM ONPEAEICHUEM COJEpP)KAHUS MEIM B TKAHM I[I€YE€HU M TUCTOJIOTMYECKUM
Hccleq0BaHuEeM ouorrara (ITaTtosoro-aHaTOMHYECKOE HCCIIEJOBAaHUE OHOIICUITHOT O
(omepanmoHHOr0) MaTepuaia MyHKIHMOHHON OWONCHU ME4YeHH) C IeIbI0 YCTAaHOBJIEHUS JMAarHo3a
[3, 31].

(YYP-C, Va1 -5)

KomMmeHTapuii: Moxer NOpuUMEHSATbCA NpPU  CHOPHBIX  pe3yjbTaTax MOJIEKYJISIpHO-
F€HETUYECKOro UCCileJ0BaHus !

O6pa3ern 6uonTata J0KeH OBITH HEe MeHee | cM B jumny [3, 4, 31].

Conepxanue Menu B TKaHu miedeHn >250 MKr/r (4 MKMOJB/T) CyXOro Beca SIBIISIETCS
nokaszatesnbcTBoM Hamuuusg bB. CHwxkenue auarnoctuyeckoro mopora go 70-250 mkr/r (1,2-4
MKMOJIB/T) TIOBBIIIIA€T YYBCTBUTEIHHOCTH MeToaa ¢ 83% 110 96,5%, B TO BpeMs Kak crenupuaHoCTh
OCTaercsi JOCTaTOYHO BbICOKOH — 95,4% wu 98,6% coorBerctBenHo [63]. ['maBHas mpoGiema
JTAHHOTO METOJa — HEPABHOMEPHOE PACIpEEIeHHe MU B TKAHU MEUYEHU, U3-3a YEeTrO Pe3yabTaThbl
aHalM3a MOTYT OBITh 3aHIKEHBI MpU omMOke B 3a00ope oOpasla, YTO CleAyeT YYUTHIBATh MpPU
uHTepnperauuu pesyibratoB [3, 4, 40, 63, 64, 65]. KoHueHTpanuss Meau B TNEUYEHU MOXKET
MOBBIIATHCSL TPU JUIMUTEIBHO CYIIECTBYIOLIEM XOJecTa3e, NMpH CHHAPOMAaX HIUONATHYECKOrO
MEIHOT'O TOKCHKO3a U AP.

Mopddonornueckue u3MEHEHUs] Te4eHH Mpu bB He SBISIOTCS TAaTOrHOMOHWUYHBIMH H
BKJIIOYAIOT B Cce0S Ha paHHUX CTaAMSIX TMPU3HAKK >KUPOBOW HHQPHUIBTPALUU TeNaTOLMTOB
(KpymHOKamenpHOM ¥ MEJKOKamelbHOW), TJIMKONeHOBOM JereHepauuu saep U (poxadbHBIN
renaTole/UTIOJSPHBIA  HEKpPo3, a Takke IpeodiajaHue MHUHUMAJIbHOW U HHU3KOM CTEleHH
aKTUBHOCTU BOCHAJMUTEJIBHOIO Ipolecca B COYETAHUM C BBICOKOM J10JI€d BBIPaKEHH bIX
¢ubpornueckux n3MmeHenuil. XKupoBas aereHepauus remnarouutoB npu bB, BeposTHO, cBs3aHa c
MOBPEXKJIEHUEM MUTOXOHJIPHUM  BCIEACTBHE OKHMCIUTEJIBHOIO CTpecca C  IOCIEIYIOIIUM
HapylLleHueM OOMeHa JIMIIKJOB, a BOCHAJIUTEIbHbIE INPOSBIEHUS — C MEPEKUCHBIM OKHCIIEHUEM
JMIMNJI0B, 00pa30BaHUEM CBOOOIHBIX paJlKalloB M UCTOIIEHUEM 3aI1acoB IIIOTaTHOHA B Pe3yJIbTaTe
HaKOIIeHUs M30bITKa Meau B rematonuTax. ONnucaHbl THCTOJOTMYECKUE M3MEHEHUs MeYeHOYHOU
NAapeHXUMbl MO TUIy ayTOMMMYHHOI'O Te€laThTa, BUPYCHOI'O, aJKOTOJIBHOIO U JIEKAPCTBEHHOI'O
nopakeHuss nedeHu. [lo mepe mporpeccUpoBaHUs TOBPEKICHUN MapeHXUMBI, (QOpMHpPYETCS
¢ubpo3 u, BIOCIEACTBUM, LUPpo3 mHedeHH. OOBIYHO BCTpedaeTcs T'MCTOJOTMYecKas KapTHhHa
KpYNHOY3JIOBOTO IMppo3a IeyeHu B ucxone bB, ogHako, omucaHbl ciiydan U MEJIKOY3JIOBOI'O
uuppo3sa. Jljis KaueCTBEHHOI'O BBISIBIEHUS JIETIO3UTOB MEIM B MEUEHOYHOM TKAaHU HCIIOIb3YHOTCS
pa3nuuyHbBle TMCTOXMMUYECKHE METOJbI OKpacku (poJaMuH, pyOeaHoBas KMCIOTa, OPCEUH, METO]
TummMca ¢ cepoit), OIHaKO, BCe OHU MMEIOT HU3KYIO JHarHOCTUYECKYIO IIEHHOCTh [ 65, 66, 67, 68].

- Pekomennyercs ydyacTue B JOUMAarHOCTUKE W BEIECHUM  IalueHToB ¢ bB
MYJIbTHAUCIUITHHAPHOW KOMaH/IbI CIEI[HAIMCTOB BBUIY TOT'0, YTO 3a00JEBaHNE XapaKTepU3yeTcs
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IOpPaX€HUEM MHOTMX OpraHoB WU CHCTEM, TpeOyeT KOMIUIEKCHOW Tepamnuu, YTO JUKTYET
HEOOXOIMMOCTh COBMECTHOI'O BE/ICHHUS MAI[UCHTA CIICIHAIMCTaMK Pa3HbIX mpoduiei [3, 4, 31, 44].

(YYP-C; VA -5)

KomMmeHnTtapuii: /Ilnarnoctuka n tepanus bB ocymecTBiseTcs ¢ NpUBIEYEHUEM CIIEIYIOLIIMX
CMELUATUCTOB (MO KJIMHUYECKOM HeoOXOOUMOCTH): Bpad-NeAauaTp/Bpau-TepaneBT/Bpay oOmei
NpPaKTUKU (CeMEWHBIH Bpad), Bpauy-T€HETHK, BpPad-raCTPO’HTEPOJIOr, Bpady-oTaabMOJOr, Bpad-
HEBPOJIOT, Bpay-TICUXHATP, Bpad-He(dposor, Bpau-reMaToJor/Bpauy-IeTCKHI OHKOJIOr-TeMaToJIor,
Bpau-Xupypr/Bpad-aeTCKUi XUpypr, MEIUIMHCKUI ICHXOJIOT, BPad-ITyJIbMOHOJIOT H .

3. JleyeHue, BKnYasn MeaAuKaMeHTO3HYK0 U HeMeAUKaMeHTO3HYH Tepanuu,
aAvnetoTepanuio, ob6e3bonnBaHue, MeAULMHCKUE NMOKa3aHUA U npoTuBOMNOKa3aHuA K
NMPUMEeHeHno MeToaoB Jie4YeHusA

3.1. KoHcepBaTUBHOE Nne4vyeHune

3.1.1. AueToTepanus

- PekoMeH10BaHO OrpaHrueHHE yIOTpeOIeHHs TPOAYKTOB, OOraThIX MEbIO, 10 HACTYIJICHUS
PEMUCCHM CHMOTOMOB M HOpPMalu3aluu (YHKIMM IE€YEHH BCEM IMalMEeHTaM, B TOM 4YHCIIE,
NOJIYYalOUIMM XEJNATUPYIOLIYI0 TEPANUIO C LIEJIbI0 OTPAaHUYEHMSI TOCTYIIJIEHUSI MEJU B OpPraHu3M U
MIPEIOTBPAIICHUS e¢ TOKCHUecKuX 3¢ dexTos [12, 31].

(YYP-C, YA -5)

KomMmeHTapuu: orpaHuuMBarOTCd NPOAYKTHI C BBICOKMM COJEpXKaHUEeM Meau (Ie4YeHb,
KPEBETKH, OpEXH, IIOKojdan, rpuObl). Kak MHUHMMYM, B TeueHHE IIEpBOrO Toja JIeueHHs,
UCIIOJIb3YyeTCs CBOOOAHAs OT MeOH BOZA, MPU HEOOXOAMMOCTH yCTAHABJIMBAIOTCS OYMCTUTEIIbHbBIC
GUIBTPBI 17151 KOHTPOJISI COAEPKaHUsI MEeH B BOJOIIPOBOJHOM BOJE, T.K. NMPH €€ JJOCTaBKE MOTYT
HCIOJIb30BaTHCSl ME/IHbIE TPYOBI. 3arperiaercss UCIoJIb30BaTh MEAHYIO MOCYLy JUIS TPUTOTOBIICHUS
n xpaHeHus nuu. HeoGxoaumo u3beraTh mpueMa BUTAMHHHBIX W MHHEpaJbHBIX IpEnapaTos,
coepxxamux Menb. /luermyueckne pekoMeHJalUUM MPUBOAAT K 3aMEUIEHUIO MPOrPECCHUPOBAHMS
3a00JIeBaHNs, OTHAKO HE MOT'YT MCIIOJIb30BAThCS KaK €IMHCTBEHHAS JIMHUS TEPAInu.

OcHOBHbIM MeToOM JeueHHss BB sBisercs MeapdnuMHUHHpYROIIas Tepanus, a IpH
PE3UCTEHTHOCTH K MEIUKAMEHTO3HOMY JICYEHHUIO IPOBOJIUTCSA TpaHCIJIAHTAlUs Ie4eHH. Bechb
Mepuo/ JIeYeHUsT MOXXKHO pa3OuTh Ha HayanbHyio ¢Ga3zy u (a3y MoaJepKUBAIOLICH Tepamnuu.
Kputepuem mnepexoga Ha NOLACPKHMBAIOLIYI0 TEPAlUI0 SIBISAETCS PErpecc KIMHUYECKUX
IpOSABJIEHUH (MCUE3HOBEHUE ACLUTA, XKEJITYXH, HOpMaIU3alusi MEHCTPYaJbHOIO LIMKJIA, PErpecc
koneny Kaitzepa-daeiimepa, cToiikas HopMaiu3alus OMOXMMUYECKUX IOKa3zaTesled B T.4. oOMeHa
MenH, "meyeHOouHbIX" pepMeHTOB U (PYHKIUU IEYEHHU.

HauvanpHas (a3a HazHaueHUs] MeAbXENATUPYIOIIEH Tepanuy B TEPaNeBTUYECKOM 03¢ JJINTCS
HE MCHEE 2 JIeT.

3.1.2. MegukameHTO3HaA Tepanusa

- Eciu manmenty BeicTaBiieH AuarHo3 bB, pexkoMeH0BaHO Ha3HAauYeHHE TMEHHUIMIUIAMUHA **,
7032 TOIOMpaeTcss WHAWBHAyalbHO, y Jered (mo umHCTpykuuu ¢ 3 jer): — 20 Mr/kr Beca, y
B3pocibiX — 710 1500-2000 Mr ¢ 11e71b10 CBA3BIBAHUS CBOOOIHOM MEIHM U YCKOPEHHS €€ IKCKPEIUU C
mouoii [3, 4, 31, 69, 70, 71].

(YYP-C, VI -5)

KomMeHTapuii: sBIsieTcs TmpemapatoM BblOOpa Tmpu JedeHun Oosie3Hn BuibcoHa.
[MennmuoiaMue™**  mpencTaBisier co00il  MPOWM3BOAHOE TMEHUIMILIMHA, MOJEKYJIa KOTOPOro
COAEPXKUT CBOOOIHYIO CYIb(OTHAPHIBHYIO TPYIIY, C IOMOIIBI0 KOTOPOH OCYIIECTBISETCS
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XeJlaTopHasi aKTUBHOCTH JAaHHOrO mpemapata. [lenHunumnamMua** MoOUIM3yeT Meab U3 MEYeHU U
JpYTMX OpPraHOB M YBEJIMYMBAET €€ MOYEBYIO SKCKPELUI0, a TaKXe HWHIYLUPYeT CHHTE3
MeTayuIoTHOHEHHOB. #llennmmuaMua™** HazHauvaetcs 3a 30 MUHYT /0 MM Yepe3 2 Yaca Iocie
npreMa MUy, T.K. €1a CHUKAeT KUIISUHYI0 a0copOLnIo mpernapara.

[TeperocuMoCTh TEHUIUIIIAMUHA** MOKHO TOBBICHTh, HauaB C MOCTEINEHHOTO YBEIHYCHHS
no3el [3]. TepaneBTrueckast 103a NEHUIWIIAMUHA** y ieTeit ¢ 3 jeT (110 HHCTPYKIMK) COCTAaBIISET
20 wmr/kr/cyr. HaumHath nedeHne HEOOXOIWMO C TOJOBHHHOW [03bI — #meHuuuiamuH 10
MT/KT/CYT B 3aBUCUMOCTH OT Bo3pacTa (125-250-500 mr) ¢ mocreneHHbiM yBenuaenneM Ha 125-250
Kaxnaple 5-7 nHei no TepameBtudeckod [3, 31, 139]. VYV B3pochapix HaYaJbHBIC O3B
#NEHUIIMJUTAMUHA TIPU TEParuu COCTABIIOT 125-250 Mr B CYTKH C MOCTENEHHBIM (Kaxabie 4-7
JHel) yBenuuyeHueM 103bl Ha 125-250 mr po nedeOHoil mozupoBku 1000-1500 (mo 2000) mr B
CYTKH, KOTOpasi MOXKET Ha3Ha4aThCs B 2-4 mpremMa (Ha mpakTuke — yaie 3-4 npuema) [3].

Koppekiust 10361 penapaTta MPOU3BOAUTCS 110 MEPE CHIXKEHUSI IKCKPEIIMU MEJIU C CyTOYHOM
Mouoit. Tepanus Ha3HauaeTcs MoxXu3HeHHO. [laneHTsl, NpeKkpaTUBIIME MPUEM MTeHUIUIIIaMIHA *™,
HAXOJATCA B TPYIIE PUCKE TIO Pa3BUTHIO JeKOMITEHCAIUU (YHKIIMH [1EYESHH.

HexenaTtenpHble peakiuu Ha QoHE Tepanuu NEeHULIUUIAMUHOM ** pa3BUBAIOTCS MPUMEPHO B
30% cmydaeB. Y manueHTOB CO CMEILIAHHOM (C HEBPOJIOrMYeCKUMU MposiBiIeHusIMH) ¢popmoii BB B
30% cimy4aeB OTMEUaeTCs YyXYAIIEHWE HEBPOJIOTMYECKOW CHUMITOMATHKH, YTO CBS3aHO C
WHIYyIIUPOBAHHON BBICOKOW MOOMIM3AIME MEOW W3 TMEYEHH U TOJIOBHOTO MoO3ra. Y dYacTH
nanneHToB ¢ bB Ha QoHe Tepanuu MOXKET pa3BUTHCS OCTpasi aJUIEPrUUYeCcKasi peaKilus B BUIE CHIIIH,
JUXOPAJKU, KpanuBHUIBL. BO3MOXHO pa3BUTHE NOAOCTPONM TOKCHYECKOM peakuuu B BHJIE
MPOTEUHYPHH, YTHETeHUs! (YHKIUU KOCTHOTO MO03ra. MOXKET MMEeTh MECTO TaKkKe XPOHUYECKOe
TOKCHYECKOE [eHCTBHE Ha KOXKY (mpexaeBpeMeHHOoe cTapeHue, AehekTl B (HOPMUPOBAHHUH
pyOIlOBOIl TKaHM), ayTOMMMYyHHbIC 3a00neBaHUs (CHCTEMHAas KpacHash BOJYAHKA, AapTPHUTHI,
MOBBIIICHUE AaHTHHYKJICAPHOTO (PaKTOpa), a TAKKEe CHUKEHUE PE3UCTEHTHOCTU K MHpekusaMm. [1pu
MPUMEHEHUU NEeHUIWIIaMUHA™** pa3BUBaeTCs AePUINUT MUPHIOKCHHA, YTO TpedyeT Ha3HAYeHUS
#nupumokcuHa™** B no3e 25-50 mr/cytku [3].

[Ipu cBOEeBpeMEeHHOM KOpPpEKTHOM JiedeHUH y 90% manueHTOB OTMEYaeTcCs MOJIOKUTENbHAs
JMHAMHUKa C HOpMaJM3aluel IeueHOYHbIX MapKepoB B TeueHue 2 -6 mecsies [72].

[IpoTuBOINIOKa3aHUAMH K TIPUMEHEHHUIO TMCHHUIWUIAMUHA™*  SBJISIFOTCS  TTOBBIIIICHHAS
YyBCTBUTEIBHOCTh K TEHUIWUIAMHHY** W JpYyrUM KOMIIOHEHTAaM IIpernapara, arpaHyJoIuTO3,
MoYeyHast HeJJOCTATOYHOCTh, HAPYIICHHs T€MOI033a, JETCKUN BO3PaCT J0 3-X JIET.

B cpennem, KOHTpOIb Tepanmuu MPOBOJUTCS 2pa3za B MECSI] Ha MPOTSHKEHUU MEPBOro roja
Tepanuu, najiee — exeroaro [100, 92].

KonTponb nedenus gersMm npoBOAUTCS, KaK MpaBUiio, yaie: | pa3 B HEAEJI0 Ha dTale cTapra
Tepanuu (B MEpBBbIA MecAll JIEUEHMs]) U B MEpPUOA IOBBILICHUS 103bl NEHUIMIUIAMHHA ™, nanee
nmabopaTopHble YW WHCTPYMEHTAJbHBIE HCCIEOBAaHUS TMPOBOAATCA Kaxkasle 1-3 Mecsauna a0
HACTYIUICHHUS PEMHUCCHH, TIOCTIE — KaXKable 3-6 MecsieB (BO3MOXKHO Yalle 1Mo nokazanusm) [12].

Hecobmonenne pexuma Tepanmuyl MOXKET MPUBECTH K YIPOXKAIOIIEMY YXKHU3HH COCTOSHHUIO,
[O3TOMY TP HU3KOM KOMILJIAEHTHOCTH HWHTEPBAJIbl MEXIY KOHTPOJIbHBIMH HCCIEIOBAHUIMHU
JOJDKHBI OBITH KOpOYe, OCOOSHHO 3TO KacaeTcs MAalMeHTOB MOAPOCTKOBOrO Bo3pacta. K KOHTpoIo
TepaIruu OTHOCSITCSL:

- ®usukanbHOe o0cienoBaHUE (BbIIBICHHME HOBOW cuMnToMaTuku bB wumm pasButne
HEe)XeJaTeJIbHBIX Peaklyil Ha (OoHE Tepanun);

- HccnenoBanue conxepkaHuss MeAM B CyTOYHOM Moue. LleneBoll nuama3oH ypoBHS
OKCKpPETHUPYeMON CYTOYHOW Menu C MOuYod Ha ¢oHE MOJACPKUBAIOIICH XeNaTHON Tepamnuu
coctapisieT 200-500 mkr (3-8 mrkmonb) B cyTku [3, 12, 31];

- IlpoBengeHue aHanm3a KPOBHM OMOXMMHUYECKOTO OOIIETEpaneBTUUECKOTO (OmpenesieHne
aKTUBHOCTH allaHMHaAMHUHOTpaHc(depa3bl B KpOBH, AKTUBHOCTH aclmapraTaMHHOTpaHcdepasbl B
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KpOBH, YpOBHS o0Omero OuaMpyOMHa B  KPOBH, YPOBEHb OWIMPYOMHA  CBSI3AHHOTO
(KOHBIOTUPOBAHHOT0) B KPOBH, OIpE/IelIeHue aKTUBHOCTH MIEJIOYHOI (docdaTassl B KPOBU, raMMa -
rIoTaMmiITpancdepassl B KpOBH, YPOBEHb KpEaTHHUHA B KPOBH, YPOBEHb MOYEBHUHBI B KPOBH).
[leueHouHble MOKa3zaTenu Ha (pOHE XeNaTHOW Tepanuu HOPMAJIM3YIOTCS B TeueHue 3-12 mecsues
[31];

- Ounenka oO0miero (KJIMHUYECKOTO) aHali3a KPOBU pa3BEpHYTOrO0 — MOHUTOPHPOBAHUE
HeKeNaTeNbHBIX peakiuii Ha (oHEe Tepanuu. MOTYT ONpeNeNsTbhcs aHeMHus, HEHTPOICHHS,
TpomOonuToneHus [44];

- Jlnst cBOEBPEMEHHOIO BBISBICHMS HEXEJIAaTeNbHBIX peakuuil Ha (oHe XemaTupyrolien
Tepanuu  (MEHUIWIJIAMUH**),  HampuMmep,  NPOTEHMHYPUH,  CIeAyeT  KOHTPOJIHUPOBATh
OOIIEKIMHUYECKUI (KIMHUYECKUI) aHaIu3 MOYU He pexke, 4yeM | pa3 B 6 MecsIeB MM Yalie 1o
mokazauusm [3, 45];

- Exxerognoe oOcnenoBanue BpadyoM-0()TaIbMOJIOTOM C OCMOTPOM TIPH MTOMOIIM IIETEBOM
namIel 171 HaOmoaeHus 3a konblamu Kaiizepa-®neitmepa. [lossnenue koner Kaitzepa-®neiimepa
¥ HaJM4yve U3MEHEHUN B OMOXMMMYECKUX MOKa3aTeIIX YKa3bIBalOT HA HEOOXOIUMOCTh KOPPEKIUU
Tepaluy WM Ha HECOOJII0IeHUE TepareBTHUECKOr0 PeXUMa MalueHToM;

- [IpoBeneHne HEMHBa3UBHBIX MHCTPYMEHTAJIBHBIX UCCIENOBAHMM, TAKMX KAK 3JIaCTOMETPUS
[IEYEHH, YJIbTPAa3BYKOBOE HMCCIIEIOBAHUE OPraHOB OPIOIIHOM MOJOCTH (KOMILIEKCHOE) HEe pexe 1
pasa B 6-12 Mecsiies.

- PekomenoBana Tepamnusi BTOpOro psja mpemnaparaMu IuHKa (#UMHKA Cynb(haT) marueHTam
¢ BB npu HenmepeHOCMMOCTH MEHUIMJUIAMUHA™* C 1eIbl0 CHI)KEHHS BCachbIBaHUS MEIU B
KUIIEYHHKE B 03¢ 150 Mr B CYTKM 3JIEMEHTAapHOr0 LIMHKA B TPU MpPUEMA Yy B3pOCIbIX, y AETeH
MJIQJIIIe 5 JIeT — 25 MI 3JIGMEHTAapHOTI'O IMHKa 2 pa3a B CYTKH, Y AETEeH cTapiie 5 jger — 75 Mr/cyTku
(ecmn pedbenok Becut MeHee S50 kr) wiam 150 mr/cytku (eciu macca tena 6osee 50 kr) B 3 nmpuema 3a
30 munHyT 10 npuema nuimu [3, 73, 74, 75, 77].

YYP-C, YO -4)

KoMmmeHTapuii: IMHK MOMaB/ISIET BCAaChIBAaHHME MEIM B KHIIEYHHKE M TMPUMEHSETCS Kak
anbTepHaTuBHOE JedeHne npu bB. Ilpenapatel NIMHKAa WHAYLIMPYIOT METAJUIOTHOHEUHBI
SHTEPOIIMTOB, OOJAMAIOIINX BBICOKUM CpPOJCTBOM K MEIH M CBS3BIBAIOIIMX €€ B DIUTEIUU
kuieyHuka. [IpemapaTsl HMHKA NPENSTCTBYIOT BCACHIBAHUIO MEIU B CHCTEMHBI KPOBOTOK M
CIOCOOCTBYIOT €€ BBIBEACHUIO ¢ KajoM. [IpenapaTsl IIMHKa MEHEEe TOKCUYHBI, YEM XeJIaTHPYoIas
tepanus [73, 74].

OddekTuBHOCT,  TepamuM  LHUHKOM  CJIEAYeT OLEHHWBAaTh 0  KIMHUYECKOMY U
OMOXMMHUYECKOMY YIYYIIEHUIO, HU3MEPEHUI0 CYTOUYHOM OHKCKpelMH MeAH U LHWHKA C MOYOH.
YpoBeHb IKCKPETUPYEMOM MEAU HA MOAAEPKUBAIOIIEH TEpPAUU JOJDKEH HAaXOIUTHCS B IHMANIa30HE
30-75 mxr B cytku (0,5-1,2 MKMOJIb B CYyTKH); COep)KaHUE MEAH B CyTOYHOW Moye Huxe 30 MKr
YKa3bIBa€T Ha IEPENO3UPOBKY MPENapaToM. Y POBEHb ChIBOPOTOYHOI'O IUHKA M 3KCKPETUPYEMOIO
LIMHKA ClIeAyeT nojaepxuBath Bbimie 125 mxr/min u 1,5-2 r/cytku, coorBerctBeHHO [31, 76]. ¥V
NAIMEHTOB C MOpa)KEHHEeM MEYeHW MOHOTEpaIus MpenapaTaMy [UHKa HETOCTaTOYHO 3P eKTHBHA
U HE J0/DKHA TpUMeHsSThes [31].

Bo3moxkHble HexenarenbHble peakiuu: co cropoHbl JKKT ormeuaercss paszapaxeHue
CIIM3UCTOM OOOJIOUKM JKENyJKa, IOBBIIIEHUE AKTUBHOCTH TpaHCaMUHAa3 B Hayajle JICUCHUS.
[IpenapaTsl UHKAa MOTYT 00J1aJaTh UMMYHOCYIPECCUBHBIM 3(()EKTOM M yMEHbIIATh XEMOTAKCHC
JEUKOUTOB. MOXKET TPOU30UTH TOBBIIMICHUE AKTUBHOCTA CHIBOPOTOYHOM JMMa3el W (WIIH)
aMmiaspl  0e3 KIMHUYECKHX TPOSBICHUN  TMaHKpeaTUTa. YCHJIEHHE  HEBPOJIOTHYECKOU
CUMIITOMATHKHU MPU NPUMEHEHUHU NpenapaToB IMHKA BCTpEUYaeTCs pelKo. be3onacHOCTh BBICOKUX
7103 TIPenapaToB IUHKA [Tl MAI[MEHTOB C HapyIIeHussMH (QYHKIIMU TTOYEK MOKa He onpeneneHa [78].

- [lanmenTam ¢ OecCHMITOMHBIM TedeHHeM bB pexkoMeH1oBaHO paccMOTpPETh BOIMPOC O
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BbIOOpEe B KayecTBe INpenapaTa MEepBOM JMHUM Mpenapathl IIMHKA B CBS3M C MEHBIIUMU
HEKeJaTeIbHBIMU PEaKIUsIMU 110 CPABHEHMIO ¢ MEeHUImLIamuaomM ** [70, 79, 80, 81, 82, 137].

(YYP-B, VI - 2)

KommenTapuii: npu pemeHuy BONpoca 0 Ha3HAYeHUU Tepanuu npenaparaMu nuHka (#llunka
cynabdaT) cieayer NPHHITh BO BHUMAaHHE, YTO NPH HAJWMYAW KIMHHYECKUX TMposiBieHud bB
mpernapaToM BbIOOpa ocTaercs mneHuiuiamua** [3, 4, 31]. [lpu HapacTaHMM KIMHUYECKUX
MPOSIBIICHUH ¥ OMOXMMHYECKUX H3MEHEHHH ClielyeT Ha3HAUYNUTh TEeHUIIMIUTAMIH **.

Pacnipoctpaneno MHeHue 00 3((GEeKTUBHOCTH KOMITJIEKCHOW Tepamuy MEeHUITMLIAMIHOM ** 1
mpenapaTaMu IUHKA, 0JTHAKO JIAHHBIX OTHOCHTEIHLHO ITOH TOYKH 3PSHHSI HEJIOCTATOY HO.

[Tpr cOBMECTHOM MPUMEHEHHUH MPernapaToB IIMHKA ¢ MEHUIMIIAMHUHOM ** HHTEpBAJ MEXITY
MIPUEMOM JIOJKEH COCTaBJISTH HE MEHEe 2 4acoB.

3.1.3. CumnTOoMaTM4yeckana Tepanusa HeBponornyeckmx npossneHun 6B

3.1.3.1. AMCTOHUA

Y m[anMeHTOB € YMEPEHHOW WM BBIPAKEHHOH JIUCTOHHEH BO3MOXKHO ITPHUMEHEHHE
AHTUXOJMHEPTrUUYECKUX CPENICTB, B COOTBETCTBHH C KIMHUYECKUMH pekoMeHAanusmu "J{uctonus"
[103, 105]. Bribop npenapata u MeTO/1a JICYCHHUS ONPEEIACTCS KIMHUYECKON CUTYaIHeH.

3.1.3.2. Tpemop

- He pexomennioBano npu bB, conpoBoxaroiencs JerkuM TpEMOPOM PYTUHHOE Ha3HAYEHUE
CIEeLMaJIbHBIX BMEIIATENbCTB, T.K. B OOJBIIMHCTBE CIIydyaeB JlaHHas CUMIITOMAaTHKa pa3pelniaercs
CaMOCTOSITENILHO Ha (hOHE Tepanuu OCHOBHOTO 3aboseBanus [103].

(YYP-C, YA -5)

- PexomennoBano npu BB, compoBoxnaromeiics TpeMoOpoM, BIMSIONIMM Ha MOBCEIHEBHYIO
aKTUBHOCTh Ha3HAYCHHE JICKAPCTBEHHOW Tepanuu (Hampumep, #mnponpanonon** (40-240 mr/cyTku,
MpoTHUBOMOKa3aH 10 18 ser), #xmonazenam™** (0,5-4 mr/cyTku), #npumunon™* (62,5-750 mr/cyTkn)
[103, 105].

YYP-C,YOA4-5)

3.1.3.2. NapKMHCOHU3M

ITaruenTaM ¢ cUMIOTOMaMu MMapKUHCOHHU3Ma IT10Ka3aHO [105] JICYCHUEC B COOTBCTCTBHHU C
KIIMHUYCCKUMU PCKOMCHIaIUAMHA "Bone3nn HapKI/IHCOHa, BTOpI/I‘lHHﬁ MMapKUHCOHU3M H APYIruc
3a6OHCBaHI/I5{, MMPOABJIAIOIIUECA CHHAPOMOM HapKI/IHCOHI/ISMa".

3.1.3.4. Xopes

- B3spocinsiM nanmeHtam ¢ BB M BbIpa)k€HHO XOpeeld pPEKOMEHIOBAaHO PacCMOTPETH
Ha3HaueHue #TerpabeHasuHa™* (craproBas go3a 12,5 mr/cyTku, cpennss no3a 50-75 mr/cytku), c
1enbpto obseruenus cummnromos [103, 105].

KommenTtapuu: Jlanasie 06 3¢ (HpeKTHBHOCTH CUMITOMATHYECKOT0 JIEYEHUSI XOpeoaTeTo3a npu
BB ouenb orpaHuyeHbI.

3.1.3.4. Atakcusa

- PexomenmoBaHo paccMmoTperh manueHTaM ¢ BB u aTtakcumeil mposenenue Qusmdeckoin
Tepanuu — JiedeOHON (QU3KYIBTYpHI, HAMpPaBICHHOW HAa TPEHUPOBKY KOHTPOJS XOABOBI U
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pasHoBecus [103, 104].

YYP-C,YOA4-5)

KommenTtapuu: Yenyru no ¢pusnyeckoil Tepanuu: JleueObHas GpuskynbTypa npu 3a00jeBaHUSAX
LEHTpaIbHON HEPBHOW CHUCTEMBI U I'OJIOBHOI'O Mo3ra, JleueOHast GU3KYIbTypa C HCIONb30BAHHEM
anmnapaToB U TPEHAXEPOB MPH 3a00JIEBaHUAX LIEHTPAIbHON HEPBHOW CHCTEMBI M F'OJIOBHOTO MO3ra,
Koppekius HapymieHus: IBUTaTeNbHON (YHKIIMM TPU TOMOIIM OMOJOTHYeCKOi oOpaTHOW CBSI3H,
ITocoGue 1Mo BOCCTaHOBJICHHIO 11030-CTaTHYECKUX (HDYHKIUH, J{luHaMUUecKas MpOPHOKOPPEKITHSL.

3.1.3.5. AnsapTtpuna

- PexomennoBano nanuentaMm ¢ bB u nusaprpueit npuMeHsTs METOABI pejakcalii B ciiydae
JTUCTOHUYECKON IU3apTpUU, METOJbl, YJIy4dllAIoIMe CKOPOCTh pedd B CilIydae MO3KEYKOBOM
aTaKCUH, a TAK)KE TPOMKOCTh U apTHKYJISIHIO B CTydae THUITOKHHeTHUecKoi nu3aptpuun [103].

YYP-C, YA -5)

Kommenrtapuu: Jleuenue nuzaptpuu npu bB He sBisiercsa cnenuduyeckum, HO OCHOBAaHO Ha
O0IIMX MpaBUJIaX JIEUYEHUS IU3APTPUU, M IMOAXOA B OCHOBHOM 3aBHUCHUT OT KOHKPETHOIO THIIA
HapylLIeHus pedd. Y MalKdeHTOB C MAJIONOHSATHOM pPEdYbl0 TEPANUIO ClIeIyeT KOMOMHUPOBAThH C
JIbTePHATUBHBIMU CIIOCOOAMU KOMMYHHMKAIIMK (HapuUMep, MUCbMO, JKECTbI, IPHOOPHI ¢ pyHKIUEH
npeoOpa3oBaHMsl MMCbMEHHOM pedH, KOMIbIOTEP, cMapT(OH U T.I1.) C LENbIO MOBBIIIEHUS KayecTBa
JKU3HU MALlEHTOB.

Jloroneauueckue yciayru: Menuko-i1oroneanueckoe ucciaenoBanme npu aucharuu, Meauko-
Joroneguyeckoe ucciaeqopaHue npu  adaszuu, Menuko-I0roneindeckoe McCClIeloBaHue IIpU
au3apTpuu, Menuko-joroneauueckas mnpoueaypa npu aucharuu, Meauko-yioromnennyeckas
npouenypa npu adasuu, Meauko-joronenuyeckas IMpoueaypa Npu AW3ApTpUH, Meauko-
JOroneAnyYecKas TOHAJIbHO-PUTMHUUYECKas Mpouenypa, Meauko-ioronenquueckas Hpoueaypa c
UCIIOJIb30BaHUEM MHTEPAKTUBHBIX HH(POPMAITMOHHBIX TEXHOJIOTUI

3.1.3.6. nccparmna

- PexoMeH10BaHO B KauecTBE CTAPTOBOW TepamuM MPU HETSKENbIX MPOSBICHUAX AUcharuu
MPOBOUTH KOPPEKIHUIO IMHILIEBOrO MOBEACHUS M (PU3MOTEpanuio C IeJIbl0 MPEeAoTBpalleHUs
acrypanuoHHBIX mporeccos [103].

(YYP-C, YA -5)

KomMmeHnrtapuii: Ilanmenram cinenyer pEKOMEHIOBAaTh IIPUHMMATh INHMIIYy B CIOKOHHOU
obcTaHoBKe (0€3 ImpocMoTpa TeJIeBU30pa, HE pa3roBapruBaTh BO BPEMsI €/lbl, HE NPUHUMATD MHULILY,
€CJIM IalUEeHT YTOMJIEH U T.11.). Cienyer ecTb U NUTh MEIJIEHHO, TIIATENbHO MPOKEBbIBAs IUIILLY,
HE IPUHUMATh HOBYIO IIOPLIMIO €1bl I0KA HE NIPOrI0oYeHa MpeabLAYIasl.

[TaneHTaM €O CHMXKEHHOM MOJBMHOCTBIO S3bIKA M HApPYIIEHUSMM IJIOTAaHUS MOTYT OBITh
II0JIE3HBI CIelUabHbIe TIOJ0KEHUS TeNa, HapuMep, MOJI0KEHHE Jieka Ha 00Ky moa yriioMm 45° Bo
BpeMs TJIOTaHUS.

Ilepen nHauanom Tepanuu aucharuu ciaeayer, [0 BO3MOXHOCTU, MPEKPAaTUTh JIEUEHUE
CEelaTUBHBIMHU IpenapaTaMu JIMOO COKPATUTh 103bI 10 OAHON NEpe] CHOM.

Taxxe ciegyer 1O BO3MOXKHOCTH OTMEHUTh XOJHMHOOJOKAaTOPBl, Ha3HAUYEHHBIC IS
YMEHBIIEHUS CIFOHOOTAENIEHHS MIPU MOSABICHUN AUC(hAruu, T.K. CYyXOCTb BO PTY MOXET yXYIIIUTbh
IJIOTaHUE.

Crenyet nz0erarb CyXoi U JUIIKOM MULIH.

Bo3MO0OXxHO HCIIONB30BaHKE 3aTyCTUTENEN Ha OCHOBE KpaxMala.

- PekoMeH10BaHO MU TSHKENOM HEKOPPEKTHPYEMOil Tucdaruu npoBeieHrne KOpMIIeHUS yepe3
30H/I/Ha30racTpaIbHbIA 30H]] C IO MPEAOTBpAIlleHHs acupalmu u aeduiura nutanus [103].
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(YYP-C, YO/ -5)
KomMmentapuu: Ha3zoractpaiabHblif 30HJ MOXET HCHOJIB30BAaThCA  BPEMEHHO  JJId
JIOMOJIHUTEIIBHOTO TUTAaHUS y MAIMEHTOB, KOTOPbIE MOT'YT IPUHUMATh MUY CAMOCTOSITEIBHO.

- PekoMeH10BaHO paccMOTPETh MOCTAHOBKY raCTPOCTOMBI MAIIUEHTaM C IOCTOSIHHOW U (MJIH)
nporpeccupyromei aucarvueid TSHKENOoM cTeneHH NMpH HAJIWYUHM WM OTCYTCTBUU HOTEPH MacCChl
Tesa, 6e3 MPU3HAKOB YJIYULIEHHUs] HEBPOJIOTMUYECKUX CUMIITOMOB mociie 1 Mecsna xenaTUpyrouiei
tepanuu [103, 104].

YYP-C,YOA4-5)

KomMmeHTapun:

Heo6x0auMo yTOUHUTh HAJIMYKE/OTCYTCTBHE MEIM B COCTaBE MaTepHaia 30Ha.

3.1.3.7. CnoHOTeYeHue

- PexoMeH10BaHO HUCIIOJIb30BaHNE HEMEANKAMEHTO3HBIX METOJIOB (KeBaTelbHas pe3UHKa WU
cocaHHe JIeIEHIOB) MpU CIIOHOTEUEHHWU C LENbl0 YMEHBIIEHHS CHMIOTOMAaTHKA 3a CYET
CTUMYJISIIIH TJIOTAHUS MAIUeHTaM co ciiroHoTedeHuem [103].

YYP-C,YOA4-5)

- PexomenngoBaHO  mamueHTaM ~ CO  CIIOHOT€YEHHEM  INpu  HEdIPPEKTUBHOCTH
HEMEIMKaMEHTO3HbIX METOJ0B IPUMEHEHUE AHTUXOJUHEPrHuecKUX IpenaparoB (Hampumep,
#rpurekcupeHuaua** (ctaproBas 1032 2 MI' C IIOCTEIEHHBIM IOBBIIIEHNEM, OOBIYHO TOCTATOUYHO
30 mr/cyTkn), 1-2 kammu 1% pactBopa #atponuHa™™ moj s3bIK 10 3 pa3 B CyTKH C UHTEPBAJIOM B 5-
6 4YacoB), WJIM aroHUCTOB HMMHAA30JIMHOBBIX perenTopoB (#xmoHuauH** 0,15 Mr/cytku), win
BBeJieHHE #DBOTYIMHUYECKOro TOKCHMHA THUIAa A-TeMarrJIOTMHUH KOMIUIEKC™* B  OKOJIOYIIIHbBIC
CIIIOHHBIE JKeNe3bl U (WJIM) TOJHMKHEUENIOCTHBIE CIIIOHHBIE JKENEe3bl C LEJIbI0 YMEHBIICHHUS
camBaruu (3ddextuBHbIe 10361 BappupyioT OT 10 g0 300 eawHuUI, AcCTBUE mpenapaTa JAJIUTCS
1,5-6 mecsmien) [103, 138].

YYP-C, YO -5)

- Tepanuio 3MUICTICHA PEKOMEHJIOBAHO IMPOBOJUTH COIIACHO CTAHIAPTHBIM TOJXOJaM K
MPOTHUBOIMHUJICTITHYECKON TEpanuu C IeIbI0 KYITUPOBAHUS M MPEIOTBpaleHus npuctymnos [ 34, 90,
103, 104].

YYP-C,YOA4-5)

Kommentapuu: J{ns Toro 4roObl HE BBI3BATh MEYEHOYHOW IUC(YHKINHU, CleAyeT u30erath
IPUMEHEHUSI TPOTHUBOSIMWICHTUYECKUX TIPENapaToB C IMOTCHIMAIBHBIM TI'eMaTOTOKCHYECKUM
3¢ dexToM (HarmpumMep, BajblIpoeBas KUCIOTa **).

- PexoMeHIyeTcsl TICHXOMATOJIOTHYECKUE W MTOBEACHYCCKAE CHMITOMBI KOPPEKTHPOBATh TaK
’Ke, KaKk W TMpH MOMOOHBIX HAPYIICHUSAX HMHOM 3THOJOrMU. Ilpu 3TOM cieayeT u30erath, IO
BO3MOXHOCTH  IIPEMaparoB, OCHOBHOM HEXEIATEIbHOW  peakiued  KOTOPBIX  SBJISETCS
renaroTokcuyHocth [107].

YYP-C, YO -5)

3.1.4. Tepanus Bo BpeMsl 6epeMeHHOCTU U FTPYAHOro BCKapMiMBaHUSA

- Pexomen10BaHO NMpo0IKUTH Tepanuio bB npu 6epeMeHHOCTH U B MOCIEPOI0BOM MEPUO/IE
C OCJIbIO COXPaHCHUSA TCUCHUA BB B craau peMHUCCHUH, OAHAKO, YUUTBIBAsA OIMACCHUA IO IMMOBOAY
MOTEHIIMAIbHOM TEPATOreHHOCTH (OMHcaHa PEIKO — TOJbKO IpPHU IMPUEME BBICOKHUX J103) M C
BO3MOXHBIM 06p330BaHI/IeM py6I_IOB MOoCJIC KeCapeBa CCUCHHA WM OSIHU3UOTOMHH BCICACTBHC
HapyllIEHUsl CHUHTE3a KOJUIAreHa, CIEAYEeT CHU3UTh J03bl XECIATUPYIOIIEH Tepaluu Ha IPOTKEHUU
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Bceil 6epemenHocT Ha 25-50% oT ucxonnoii. Tepanuro #1uHKa Cyab(haTOM MOXXHO COXPaHITh 0€3
KOPPEKTUPOBKH 10361 [12, 3, 92, 108].

YYP-C, YO -5)

KommenTtapuii: V 6epeMeHHbIX MaKkCcUMajbHas CyTOYHas J03a He Jo/bkHa mpesbimats 1000
mr/cyt, B 3 tpumectpe — 300-600 mr nenunmwiamuaa** [3]. Heo6xoauMo mpoBOIUTh KOHTPOJIb
nmabopaTopHBIX MoKa3aTeneld oOMeHa menu (He pexxe 1 pasa B 3 mecsima). Eciom nmanupyertcs
KEeCapeBO CEUCHHME, TO CYTOYHAs J03a JIOJDKHA ObITh He Oosiee 250 Mr B mocienHue 6 HEmelb
OEpEMEHHOCTH U B TTOCJICONEPATHBHOM MEPHOJIE /10 MOJTHOTO 32KHBICHHUS.

Kareropuuecku Henb3s OTMEHSATh TEPANMIO MPU HACTYIJICHUM OEpEMEHHOCTH B CBSI3U C
BO3MOKHOCTBIO Pa3BUTHS OCTIOKHEHUH.

- He pexomennyercs manuentkam ¢ bB ocymiecTBiaTh rpyaHoe BckapMiMBaHUE Ha (oHE
NPUMEHEHHUS XENaTHPYIOIIEH Tepanuu, B YaCTHOCTH, MeHuImTamiaa ** 3,108, 92].

YYP-C, YA -5)

KomMmeHTapuii: 1aHHBIX OTHOCHTEIBHO BIMSHUS #1MHKa cyibdarta (MpenapaTtoB LIMHKA) Ha
IpyJIHOr0 peOeHKa B HaCTOAILEe BpeMs HEIOCTaTO4YHO. [Ipy 3TOM MMEIOTCS JaHHBIE O BO3MOXHOM
0€30MacHOCTH MPUMEHEHUS XeNaTUPYIOLIEeH Teparnuu BO BpeMs IpyaHoro Bckapmiianus [108].

3.2. Xupypruyeckoe rnevyeHuve

3.2.1. TpaHcnnaHTauma nevyeHun

- Pekomen10BaHO npoBeieHNE TPAHCIUIAHTAMU TIE€YEHH MPU HAJIUYUU [TOKA3aHUN: pa3BUTHE
OCTPOM IEUEHOYHOM HEJOCTaTOYHOCTH, HEIP(PEKTUBHOCTb XENATHOM Tepanmuu B TEUYECHUE
HECKOJIbKMX MECSIIEB Yy MallMeHTOB C JEKOMIIEHCHPOBAHHBIM LIUPPO3OM I€YEHH; BOSHHUKHOBEHHE
TSDKEJION MPOrPECCUPYIOIIEH MEYEeHOYHOM HEJOCTATOYHOCTH MPU CAMOCTOSATEIbHOM ITPEKpaILEHUN
JIEYEHUS, PAaCCMOTPETh MPHU NPOrPECCUPYIOIIMX U HEOOPATUMBIX HEBPOJIOIMYECKUX HAPYILEHHUSIX
[3,4, 31,83, 85].

YYP-C,YOA4-5)

KommeHTapuii: BBDKMBAEMOCTh MAlMEHTOB B TEUYEHHWE TO/Aa IOCle  ypPreHTHOM
TpaHCIUIAHTAIllMU 10 MOBOAY (QYyJIbMHHAHTHON MEYEHOYHON HEIO0CTaTOUYHOCTH mpu bB nocturaer
70%, B OTCyTCTBME TpaHCIJIAHTALlUM BBDKMBAEMOCTh COCTaBJISeT eIUHUYHBIE ciay4dau. l[lpu
TPAaHCIUIAHTALlMM T€YEHW Ha CTaJUU JAEKOMIIEHCHPOBAHHOIO IMppo3a IMEYEHH BBDKUBAEMOCTH
MAIMEHTOB B TEUEHHE rojia cocTaBisieT 95%, uepes 5 et — 83%, uepe3 10 netr — 80%. Ynyunienue
HEBPOJIOIMYECKONM CHUMITOMATHKU IIOC]€ TpaHCIUIAaHTaluu HaOmopaerca Oonee yem B 50%
ciydaeB. OfHAKO eciy HEBPOJOrHMueckas CHMITOMAaTHKa MepcucTupyer Oosee 2 jeT Ha (QoHe
JICUEHMS], YJIyUIlIEHUE PEe3yJIbTATOB IOCJE IMPOBEAECHUS OPTOTONMYECKON TPaHCIJIAHTAUU ME€YEH U
WIH MPOJODKEHMS XEJIaTHOM Tepanuyu MajloBEpOSITHO. BbKMBAEMOCTh MallMEHTOB CO CMELIAHHOM
¢dopmoii BB mocne mpoBeaeHHs TpaHCIJIAHTALUK TEYEHU HIDKE MO CPAaBHEHUIO C MEYCHOYHOU
¢dopmoii. TpaHcnIaHTalMs IE€YEHU MPUBOAUT K HOPMAIU3aluu 0OMEHa MEH, MOBBIILIEHUIO YPOBHS
LepyJI0oMIa3MIHa B IIEPBbIE MECSIIBI [TOCIIE ONEPALUU, CHUKEHUIO IKCKPELUU MEIU € MOYOil mocie
TpaHCIUIAHTAlMM C TOJHOM HOpMalM3auued JaHHbIX IOKasarelned K 6-9  wmecdany
MOCJICONIEPAIIMOHHOI0 [Iepro/ia, HCYE3HOBeHMIO Kojen Kaiizepa-®uelimepa y OOJIBIIMHCTBA
narueHToB [83, 85].

[Tocne TpaHCIIaHTAIIMK TTIEYCHH MAIlMEHTHI He HYX1atoTcs B Tepanuu BB [84].

3.2.2. Xupypruyeckoe fie4yeHme HeBposriorm4eCKnX OCroXXHeHUn

- Ilpm TsKenbIX JBUTATENIbHBIX (SKCTPANUPAMUIHBIX) HAPYLIEHUSAX, YCTOWYHMBBIX K
XEJIATUPYIOUIE M CUMITOMAaTHYECKOM TEpanuy, PEKOMEHJO0BAaHO PACCMOTPETh BO3MOXKHOCTh
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IIPOBEACHUS XUPYPrU4E€CKOro JICUCHHUS:

- IpU JUCTOHMM — XPOHUYECKasl 3JEKTPOCTHUMYJIALUSA TTTyOOKUX CTPYKTYp FOJIOBHOTO MO3ra
(BHYTpEHHEro cerMeHTa OJIIHOTO Mapa), MajuIi0TOMHUS, TATAMOTOMHS;

- IIpU TpEMOpe — XPOHMUYECKAs FIEKTPOCTUMYIISILUS ITyOOKHX CTPYKTYp I'OJOBHOTO MO3Tra
(Tamamyca), ManIuA0TOMUS, TAJIAMOTOMHUS,

- MPH TapKUHCOHU3ME — XPOHHMUYECKAs HIEKTPOCTUMYIIALUS I'TyOOKHUX CTPYKTYp T'OJIOBHOTO
MO3I'a WK NaJUIUA0TOMMS;

C LETBbI0 KOPPEKIUK JaHHbIX cocTosHui [103, 104].

YYP-C, YO -5)

KoMMeHTapuu: B COOTBETCTBUM € KJIMHUYECKUMH pekoMeHaanusaMu "J{ucronusa" u "bone3ns
[TapkuHCOHA, BTOPUYHBIA MApKHUHCOHU3M M JApyrue 3a0oJieBaHUs, MPOSBISIOIIUECS CHUHIPOMOM
MapKUHCOHU3Ma".

4. MeaunuunHckasn peaGMnMTauvm, MeauLuunHCKue noKa3aHusA n
npoTnBonokKa3aHuAa K npuMeHeHno metoaoB pea6v|nv|Tawa|

MenuuuHckas peabuimTanus nanueHToB ¢ bB HampaBiieHa Ha KOMIIEHCALUIO HapyLIeHUi
(YHKIIMOHUPOBAHMUSL, TIPEXK/IE BCEr0 NPU3HAKOB IMOPAKEHUS L[EHTPaIbHONU HEpBHOI cucteMbl. OHa
BKJIIOYAET B ce0sl j1eueOHYI0 (U3KYJIbTYpY IIpHU 3a00JI€BaHUAX LIEHTPaJIbHON HEPBHOW CHCTEMBI U
rOJOBHOTO MO3ra, JIe4eOHYI0 (DU3KYJIbTYypy C MCIOJIb30BAaHUEM allllapaToB U TPEHAXEPOB IpU
3aboneBanusax [HHC u romoBHOro mosra, KOppeKLHIO HapyLIEHUs ABUraTeIbHOM (DYHKLHU IpU
MIOMOIIM OMOJOrHYecKoll o0paTHOM CBSI3U, NOCOOME IO BOCCTAHOBICHHIO I030-CTATMYECKHX
GyHKIUI, ITUHAMMYECKYIO TPONPUOKOPPEKLHIO, MEAMKO-JOrONeANYECKYl0 MpoLeaypy IpH
nucdaruu, MeAUKO-JOronequueckas Mpolenypa HOpH JAU3apTPUH, MEIUKO-JIOrONeAnYecKyIo
TOHAJIBHO-PUTMUYECKYIO TPOLETYPY, MEIUKO-JIOTONEINYECKYI0 IMPOLEeNypy C HCHOJBb30BAHUEM
MHTEPAaKTUBHBIX HH()OPMALIMOHHBIX TEXHOJIOTHH.

He cymecTtByeT KpynHBIX paHAOMU3HPOBAHHBIX MCCIE0BAaHUM, B KOTOPBIX OL[€HUBAIACh OBl
3¢ PeKTUBHOCTH (pru3mueckoit Tepanuu (JedeOHoN (Gu3KynbTypsl). OMHAKO OTAEIBHBIE COOOIIEHUS
00 ee ycmemHOM mnpuMeHeHHH mpu BB u HeOonmpmme cepuu KIMHUYECKHX HaOIIOACHUN
CBUJICTEILCTBYIOT O TOM, UTO (pU3HUYECKasi TEpaIus MOKET OBITh MOJIE3HA B CIy4YasiX TUCTOHUU, JJIs
MPEOTBPAICHUS] KOHTPAKTYp, MPU MapKUHCOHU3ME U aTaKCHH, TJIe MOT'YT OBbITh MOJIE3HBI METObI
CTaOMIM3aIH TOXOIKH U PaBHOBECHS.

HeiipombinieuHasi 3JeKTPOCTUMYIISIINS TPEANPUHAMANACH IS YIy4dlleHus: aucaruu, u Ui
yAydlleHUs THUTaHUA CTAaHAAPTHOW IPAKTUKOM  SBJISETCS  UCIOJIb30BAHME  UYPECKOXKHOMU
9H/I0CKONHUYECKOM racTpOCTOMBI y IAI[MEHTOB, Y KOTOPHIX 3aMETHO HapyiieHo rinoranue [105, 109,
110].

[TockosibKy OXHJA€TCs, YTO HEBPOJOTMYECKOE COCTOSIHME NallMeHTa HAyHeT YIIy4IIaThCs
IpUMEpPHO Yepe3 6 MecsAleB Mociie Hayalla IaTOreHeTHYEeCKO Tepanuy, Ba)KHO, YTOOb! MAI[MEHT B
npolecce JICUeHUs] COXpaHsUl MO3UTHBHBIA HACTPOHl M cTapajcs COXpPaHUTh KaK MOXKHO Oouiblie
(bu3NYECKUX BO3MOXKHOCTEH.

Ecim manueHT uCHBITHIBACT KpaiHME TPYIHOCTH B OOILEHUHU, MOTYT OBITh HCIIOJIb30BaHbI
angaBUTHBIC JOCKHU UJIH JJICKTPOHHbBIC yCTpOiicTBa KoMMyHuKanuu [111-114].

5. NMpocdmnakTuka n gucnaHcepHoe HabnwaeHne, MegULUHCKME NOKa3aHUA U
NPOTUBONOKAa3aHUs K NPUMEHEHUI0 MeTOAO0B NPO(PUINaKTUKN

5.1. MpodmnakTuka

- PCKOMGHHyeTCH KOHCYJIbTallld Bpada-r€HETUKa CEMbIM C IMAalJUCHTaM C JUAarHo3oM bB JJIsA
paBBHCHeHI/Iﬁ TCHCTHYCCKOI'O pHUCKa, O6CY)K21€HI/I$[ BO3MOKHOCTEH HpeHaTaanoﬁ u
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PEeUMIIIAHTAllMOHHOM auarHoctuku [3, 4, 31, 48].
YYP-C, Va1 -5)

BakunHonpodumnakTuka

AOCOIOTHBIX MPOTHBONOKAa3aHUN K MPOBEIEHUIO BaKLUMHAalMKM y manueHTtoB ¢ bB Her.
BaxknuHarus npoBoIuTCs B COOTBETCTBUU ¢ HannoHanbHBIM KalleHaapeM U O0IMMU MOAX0JaMH K
BaknuHonpogmiaktuke [115, 116].

- PeKOMCH}IOBaHa BaKIUHAOWA IIPOTUB I'CIaTUTA Au rematuta B ¢ CIIBbIO IPCAOTBPAIICHHU A
JAHHBIX 3360J’IeBaHHI71, YUUTbIBAsd HAJIMYINC HOpa}KeHI/Iﬁ INEYCHNU B paMKax OCHOBHOI ITaTOJIOTUU
[117].

(YYP - C, VI - 5).

KoMMeHTapuii: BaKIIMHALKS IPOBOAUTCA COINIACHO MHCTPYKILUU 11O IPUMEHEHUIO IIpernapara.

5.2. lucnaHcepHoe HabnwoaeHue

- PexomeHnmoBaHoO B Mpolecce KOMIJIEKCHOTO JedeHHs manueHToB ¢ bB ocymiecTBisaTh
KOHTPOJIb MOKa3aTeneil o0mero (KIMHUYECKOro) aHalu3a KPOBU Pa3BEPHYTOro, aHaju3a KPOBU
OMOXMMHUYECKOT0 00IIeTepaneBTUIeCcKOoro (onpeaeaeHue akTUBHOCTH allaHWHAMUHOTpaHc(epa3bl
B KpPOBH, aKTUBHOCTH aclapraTaMUHOTpaHCc(epasbl B KPOBH, YPOBHS 001Iero OunnpyouHa B KpOBH,
YpOBEHb OMIMpyOMHA CBSI3aHHOTO (KOHBIOTMPOBAHHOTO) B KPOBH, JUIUIOTPAMMBI (XOJIECTEPHUH,
JUIONPOTEUIbl BBICOKOM IUIOTHOCTH, JIMIONPOTEUIbl HHU3KOH IJIOTHOCTH, TPUTIIMLEPUIBI),
OIpe/IeICHHE aKTUBHOCTH IIeNIOYHOM (pocdaTassl B KpOBH, raMma-TIOTAMUITpaHCc(pepa3bl B KPOBH,
ypOBEHb KpEaTHMHHHAa B KPOBH, YPOBEHb MOYEBUHBI B KPOBH, albOyYMHHa KpPOBH), a TaKKe
MPOBEIEHUE  KOaryjaorpamMmbl  (OPUEHTHPOBOYHOIO  HMCCJIENOBAHUS  CHCTEMBbl T'e€MOCTa3a):
orpeneseHne MPOTPOMOMHOBOrO (TPOMOOIUIACTHHOBOIO) BPEMEHM B KPOBM WIM B IJIa3Me U
MEeXJyHapoJHOro HopmanuzoBaHHoro otHoueHuss (MHO) ne pexxe 1 pasa B 6-12 mecsueB B
MEpU O/ PEMHCCHH HITH Yallle 1Mo mokasanusm [3, 4, 12, 31, 44, 100, 92].

YYP-C,YOA4-5)

Kommentapuu: B cpeanem, KOHTPOJIb Tepanmuy MPOBOIAT 2p/MeC Ha MPOTSHKEHHH IEPBOTrO
roja Tepamnuu, najee — exeronso [100, 92].

KoHTpone nedeHus AeTsiM MPOBOJUTCS OOBIUHO yalle: B cpeqHeM | pa3 B HEIEN0 Ha dTare
crapTa Tepanuu (B MepBBIA Mecsl] JICYEHHs) U B MEPHOJ TMOBBIIIEHUS J03bl MEHUIMUIAMUHA **,
nanee 1a00paTOpHbIE U MHCTPYMEHTAJIbHBIE HCCIIEAOBAaHUs MPOBOASTCS Kaxable 1-3 Mecsua 1o
HACTYIUICHHUS PEMUCCHH, TIOCIIE — KaK/bIe 3-6 MecsieB (BO3MOXKHO Yallle 1Mo rnokasanusm) [12].

- Becem nanmnentam ¢ BB pexkomMeH10BaHO B IIpoliecce KOMIUIEKCHOTO JICYEHHS HCCIIEIOBAHUE
CYTOYHOM SKCKpPEUMH MEIH B MOYE HE pPEXEe OJHOro pas3a B 12 MecsueB s KOHTPOJIS JICYECHUS
(BO3MOYXHO yarrie 1mo mokazanusm) [3, 4, 12, 31, 44].

YYP-C, VI -5)

- PexomennoBano nanueHtam ¢ BB mpoBenenue ynbTpasBykoBoro uccienoBanus (Y3U)
OpPraHoB OPIOIIHOM MOJIOCTH U TTOUeK (YIIbTPa3ByKOBOE UCCIIEIOBAHUE OPTaHOB OPIONTHOM MOJIOCTH
(KoMILJIEKCHOE),  YIbTPa3ByKOBOE  HCCIIEIOBaHHME TIO4YeK), (ubposnacTtorpaduu  nedeHu
(DnacToMeTpusi TMEUEHH) C ICJIBKO  OICHKHA CTCIICHHM TMOpaKeHWH U (HuOpo3UpOBaHMS
rernatoOuINapHOi CHCTEMBI Kaxnable 6-12 MecsleB B MepHoi peMUCCHU (BO3MOXHO dHalle I0
nokazanusm) [46, 56, 57, 61, 62, 92, 93, 100, 118-121].

YYP-C, YO -5)

- HaHI/IeHTaM C OMNUJICOTHYCCKHUM CHUHIAPOMOM PCEKOMCHAYCTCA IIPOBCACHUC pYTHHHOﬁ
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anektposHiedanorpaduu (O3I7) ¢ 1eNNbI0 KOHTPOJIS JICUSHHS SIS THYECKUX Tpuctynos [61].
(YYP-C, VYO -5)
KoMMeHTapuu: Takxke MOXET TMPOBOAWTHECS CYTOUHAsl dJeKTpodHIedanorpagus ¢
BHJICOMOHUTOPHUHTOM.

- [JanueHTaM ¢ HEBPOJOTMYECKOW CUMITOMATHKON PEKOMEH]IYETCsl MPOBEIECHNE MAarHUTHO -
pezoHancHoit Tomorpadpuu (MPT) romoBHoro mosra B JAMHAMHUKE MO TOKA3aHHUSIM C IIEJIBIO
BBISIBIICHHSI TATOJIOTMYSCKUX M3MEHEHHH B Tos10BHOM Mo3re [4, 60, 92, 100, 101].

(YYP-C, VI -5)

KommeHTapuu: mpu HEOOXOAMMOCTH ITPOBOIUTCS HAPKO3.

- PexoMeH10BaHO MpOBEACHUE IEKTPOKapANOrpadun 1 3Xokapanorpaduu nanueHtam ¢ bB
C L[EJIBIO BBISIBJICHHSI MTATOJIOTHH CO CTOPOHBI cepra [100].

(YYP-C, YA -5)

KoMMeHTapuu: MOTyT BBISBJISATHCS THIEPTPODUS JIEBOI0 XKeTy104Ka UM 000HX JKETyA04YKOB,
paHHss penoJsipusanus, nenpeccus cermenTa ST, nHBepcus 3y6na T v pa3iauuHble apUTMUU.

- PekoMeHI0BaHO BCEM MAalMEHTaM EKEroJaHoe 00CIeq0BaHHE BPAauoM-0(TaIbMOIOrOM C
OCMOTPOM IIPY IIOMOIIH I11e€eBO# amiibl (BHOMHUKPOCKONHMS Ii1a3a) I OLIEHKH COCTOSIHHS OpraHa
3penus [3, 4, 31, 44].

YYP-C, VI -5)

- PexoMeH10BaH MyIIbTHIMCIMIIMHAPHBIN MTOIX0/ K HAOIIOJACHHUIO U JICYCHUIO TAIIHEHTOB C
BB cnenumanucramMu pasHblx npoduiel (BpauoM-eanaTpoM, BpauoM-TepaneBTOM, BpauoM 001ei
NpakTUKM  (CeMEHHBIM  BpayoM), BPadyOM-TEHETHKOM,  BPayOM-HEBPOJIOTOM,  BpadyoM-
o TaIbMOJIOTOM, BPadoM-TaCTPOIHTEPOJIOTOM, BpadoM-HedposoroM, BpadyoM-TeMaTosor/ BpauoM
JETCKUM  OHKOJIOTOM-TE€MaToJIOrOM, BpauOM-TICHXHATPOM, BpPadyoM-IIyJIbBMOHOJIOTOM, BpauoM-
KapJIuOoJIOroM, MEJUIIMHCKUM IICUXOJIOTOM, U IPYTUMH 110 KJIMHUYECKOH HE0O0X OJJUMOCTH) C IIEJIBI0
o0ecreyeHns] KOMIUICKCHOM Tepaliy 1 CBOCBPEMEHHOU e KOPPEKIHH IpH HeoOxonumoctH [3].

YYP-C, YO -5)

6. OpraHM3aL|m| OKa3aHus MeAULMHCKOW NOMOLLMU

Huarnoctuka u Ttepamuss BB y nereli ocymectBisercs Ha 0asze cHelUalM3MpPOBAHHBIX
CTallHOHAPOB TAaCTPOIHTEPOJIOTHYECKOTO  (IFeMaToJIOrM4ecKoro) Mpopuias C NPUBICYCHUEM
CIIEAYIOIUX CIEUANMCTOB: Bpad-TaCTPOIHTEPOIIOr, Bpay-oPTaIbMOJIOT, Bpay-HEBPOJIOr, Bpau-
ICUXUaTp,  Bpau-HedpoJor,  Bpay-reMaToJIOr/Bpauy-IeTCKUH  OHKOJOr-TeMaToJIor,  Bpay-
XUPYPI/Bpau-IeTCKUil  XUPYpPr, MEAULHUHCKUNA TICHXOJOI U JPYrHX TpU  KIMHUYECKOH
HEOOXOAMMOCTH.

[lepBuuHas nuarHocTHKa M Havajo Tepanuu y neredl ¢ BB ocymectBisercs Ha 0ase
CHEeNHUAIN3UPOBAHHOTO CTallMOHapa C 00S3aTeTbHOM OIEHKONM MeTa0oau3Ma MeAH, CTEHNeHH
(ubpo3uUpOBaHUs MEUEHOYHON NapeHXMMbl M HapyIIEHUS ICUXOHEBPOJIOrMYECKUX (QYHKIHH, ¢
OIpPEEICHUEM IOKAa3aHUU IS CBOEBPEMEHHOI'O BBIIOJIHEHUSI OPTOTOMMYECKONW TpaHCIUIaHTAIlUU
neuenu [3, 4, 31, 83, 85].

KoncepBatuBHas Tepanusi mpoBOAUTCS Ha 0aze KPYriaoCyTOYHOI'O MM JHEBHOI'O CTallMOHApa
c 00s3aTeNbHBIM KOHTPOJIEM J1a00paTOPHBIX MOKa3aTeae U MociHeayrolell NpeeMCTBEHHOCTBIO C
aMOyJIaTOPHBIM 3BEHOM 3/IpaBOOXPAHEHHUS.

Crnenuanu3upoBaHHOE HAOMIOJCHHWE oOcymiecTBisiercss 1-2 paza B r1ox Ha 0Oase
KPYTJIOCYTOYHOTO CTAI[MOHAapa WK Ha 0a3e THEBHOI'O CTAllMOHApa ¢ aMOyIaTOPHBIM HaOII0IeHUEM
MAIMEHTOB 0 MECTY JKUTEIbCTBA Bpauel CHEeNHaNiCTOB: Bpada-lieanarpa/Bpada-TepaneBTa/Bpada
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o01iel mpakTUKU (CeMEeHOro Bpaya) U Bpaya-racTPOIHTEPOIIOra MpH MEUYEHOYHOM U CMEIIaHHON
(dhopmax 3abosieBaHus, Bpadya-HEBPOJIOra U MEIUIIMHCKOrO IICUX0JIora IMpu cMelanHoi ¢popme bB.

[lepBuuHasg AMAarHOCTUKA, HAyajao Tepalmuu U HAOJIOJEHHE y B3pOCibIX MauueHToB ¢ bB
OCYIIECTBJISETCS Ha 0a3e cHelUalu3UpOBAHHBIX aMOYJIaTOPHBIX MM CTallMOHAPHBIX OTIEIECHUMN
TaCTPOIHTEPOJIOTHIYECKOTO (TEMaTOIOrHIECKOT0) U (HMJIM) HEBPOJIOTUUECKOTO MPOuIIs.

Pexomennyetcs perynsipHoe aMOynaTopHOE HAOIIOICHUE 32 MAlleHTaMU (TOMUKINHUYESCKHIA
MpUeM WM JHEBHOM CTallMOHap) C TOCHHUTAIU3alMEd B CIEMUATU3UPOBAHHYIO KIMHUKY
(KpyriocyTouHOE OTJEICHUE) B CIIy4yae pa3BUTUS OCIOXKHEHUH 3a00JeBaHusl.

7. OononHutenbHaa WHdopmauua (B TOM uyucne ¢akTopbl, BnusaWwMUe Ha
ucxopn 3aboneBaHnNsA UNN COCTOSIHUA)

7.1. Acxoabl U NPOrHo3

bB sBnsierca nporpeccupyromuM 3ab01eBaHUEM U NP OTCYTCTBUU CBOEBPEMEHHO HAauyaTON
TEpanmuy TMaIUeHThl YMHUPAIOT OT OCJIOKHEHMM 1uppo3a TMedueHu u (WiM) pexe OoT
MPOrPECCUPYIOIIEH HEBPOJIOrHUecKoi cuMmnrtomMaTtuku. [Ipu 3¢ hekTHBHOCTH XenaTHOW Tepamuu
WIN YCIIEITHOM MPOBEIESHUH TPAHCIIAHTAIIMH [TEYEHH MTPOrHO3 3a001eBaHusl O1aronpusi THBIN.

[Tporuo3 npu BB cBs3aH co CTENEHbI0 TEKOMIEHCAIMH MEYCHOYHBIX (YHKIUH, TSHKECTHIO
HEBPOJIOTUYECKOW CHUMITOMATUKU U NPUBEPKEHHOCThIO Tepanuu. Hopmamuzanus nedeHOYHBbIX
(yHKIIUNA TPOUCXOANUT HA 1-2 TOAy Tepanuu W HE MPOrPECCHPYET MPU MOTHOM BBIMOJHEHUU BCEX
pexomennanuii. KoncepBatuBHas Tepanusi HedpdekTuBHA TpH  (PYIbMUHAHTHOM TEUCHHUH
3aboneBanus. beun pazpaboran mpornoctuueckuit maAekc bB (Dhawan et al.), cormacHo kotopomy
olieHKa cBhbime 11 6amioB cBsi3aHa ¢ BHICOKOW BEPOATHOCTHIO JIETAIbHOTO MCXO/a MPU OTCYTCTBUU
CpOYHO# OpTOTONMYECKOM TpaHciianTaiuu nedeHu ([Ipunoxenne ['2) [47, 86].

HeBponoruueckas cumnromaTuka bB nuims yacTiaHO 0OpaTMa IpH Tepanuu XeIaTopamMu U
MPOBEJCHUN TPAHCIJIAHTAIIUM TEYEHHU, YTO CBS3aHO C HEOOPAaTUMBIM IOPAKEHUEM T'OJIOBHOTO
MO3Ta TOKCUYECKMMHU KOHIIEHTPALUIMU MEIH.

Kputepumn oueHkun KauecTBa MegULMHCKOW NOMOLLMU

N Kpurepuit O1eHka BBITTOJHEHUS

1. BrinosnHeHO uccnenoBaHusl ypoBHsS LEpyJIOIUIa3MIHA B Ha/Het
KpPOBH IIpH I1IOCTAHOBKE JUarHo3a nanueHTam crapiue 1 roga

2. BrinmonHeHo onpeneneHne CyTOUHON SKCKPEIUA MEH B Ha/Her
Moue€ IIpH IMarHOCTHKE U Jajee He pexe 1 pa3a B rox

3. BrinostHeH 001Mid (KIMHUYECKH ) aHATU3 KPOBH Ha/Her
pa3BepHYTHIN: HE pexke 1 pa3a B 6 MecsIIeB B IEPUOLT
PEMHUCCHH WM Yalle MO MOKa3aHUsAM

4, BbrInosiHeH aHaIM3 KPOBH OMOXUMHYECKUI Ha/Her
oO1eTepaneBTUUECKUi (onpeaeaeHne akTHBHOCTH
aJlaHMHAMUHOTpaHC(epasbl B KPOBH, AKTHBHOCTH
acrapTaTaMMHOTpaHc(depasbl B KpOBHU, YPOBHS 0011IEr0
OunupyounHa B KPOBH, YPOBEHb OUIMPYOHHA CBA3aHHOTO
(KOHBIOTMPOBAHHOI'0) B KPOBH, ONPEEICHUE aKTUBHOCTH
nienouHor ocdaTazbl B KpOBH, raMMa-
rIoTaMuITpancdepassl B KPOBH, YPOBEHb KpEaTHHHHA B
KpPOBH, yPOBEHb MOUEBHHBI B KPOBH, 00111er0 OeKa,

23 13 46


http://disuria.ru/
https://аптека-омск.рф/

Knunuyeckne pekomeHgauum — HapyweHuns obmeHa meam (6onesHb BunbcoHa) — 2021-2022-2023 (30.12.2021) — YTBEpXAEHbI
MwuHsgpasom P&

anpOyMHHA B KPOBU) IIPHU TUATHOCTUKE U Jajiee He pexe |
pa3a B 12 mecsiieB (BO3MOKHO Yalle M0 MOKA3aHUsIM).

5. BrimonHena koaryiorpaMMa (OpHeHTHPOBOYHOE Ha/Her
WCCIIEIOBAHUE CUCTEMBI T€MOCTa3a): ONpE/ICIICHHE
MPOTPOMOMHOBOTO (TPOMOOIIIIACTHHOBOI'0) BPEMEHHU B KPOBH
WJIM B IJIa3M€ U MEKYHAPOJIHOT O HOPMAIM30BaHHOT O
otnouienus: (MHO) 1 pa3 B Hezemno Ha 3Tane crapra
Tepanuu, Jajee Kaxasle 1-3 Mecsua 10 HaCTyNJIeHUS
peMuccHu, U ajee He pexe 6-12 mecsien

6. BrImonHeHo yabpTpa3ByKOBOE UCCIIEIOBAHIE OPTaHOB Ha/Her
OproIIHOMN MOJOCTH (KOMILJIEKCHOE) He pexe 6-12 MecsieB

7. BeinosnHena snactomeTpus nedeHu He pexxe 6-12 mecaue | Jla/Her

8. Bemonaena MPT rosoBHOro Mosra npu ocTaHOBKE Ha/Her

JIMarHo3a U HaJIM4YMU HEBPOJIOTHMYECKUX CUMIITOMOB U J1aJIee
noBTopHbie MPT ToioBHOr0 MO3ra mpu KOHTPOJIE
3 (HEKTUBHOCTH TEPAITUH

9. BrlnosiHeHa KOHCY IbTaIMs Bpaya-o(TaJIbMoJIora ¢ Jla/Her
OCMOTPOM TIPHY TTOMOIIY IIEIEBOH JIaMIIbI TIPY TOCTAHOBKE
IUar’o3a u Kaxaole 12 MecsiieB

10. |BrimosHeHa KOHCYJIBTAIMS Bpaua-reHeTrka nmpu nocraHoske | Jla/Her
JMarHosa
11. | BrinosiHeHa KOHCYJIbTALMSA Bpaya-HEBPOJIOTa Mpu Ha/Her

MMOCTAHOBKE IMarHo3a U JajbHENIIe peryispHble
KOHCYJIbTAIlMH MIpH HaOmonenuu (He pexe 1 paza B 12
MECSIIEB)

12. | BeinmosiHeHO Ha3HAYEHME MEHUIIMIUIAMHHA **Uan #1HMHKA Jla/Het
cynb(at MOKU3HEHHO, €CJTM HE UMEIOTCSI TPOTUBOITOKA3aHUS

13. | BemonHeHO Ha3HAYCHUE AUETHI, HAIIPABJICHHOHN Ha Jla/Het
YMEHBIIIEHUE MTOCTYIIJICHHUS METU B OPraHU3M
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neguatpuyeckuMm otaeneHueM, GI'bOY BO "[IpuBoKCKUN HCCIENOBATENBCKUI MEIUIIUMHCKUN
yHuBepcutetr" M3 PO

Myprtasuna Aiiceury @aH3upOBHA — Bpay-HEBPOJIOT, Bpady (PYHKIMOHAILHON TUATHOCTHKH,
HAY4YHBI COTPYIHHMK Hay4yHO-KOHCydbTaTuBHOro otraena OI'BHY "Menuko-reHernuyeckuii
Hay4HbIl HeHTp uM. akaa. H.II. boukosa"

Hazapenko Jlronmuina [TaBnoBaa — npodeccop, 1.M.H., 3aMECTUTEIh JUPEKTOPA 110 HAYIHON H
nedeOHOi paboTe, PYKOBOIUTENb JIA0OPAaTOPHHU HacleACTBeHHOM marojorun HUW menumuHckon
renetuku, Tomckoro HUMIIL PAH, unen Accornuanuu MeauIMHCKUX reHeTUKoB (AMI).

[TamkoBa Mpuna EBrenneBHa — K.M.H., 3aBeAyrolias neauatpudyeckum otaeieHuem DI'BY
"HarmonanbHbIil MEAMIMHCKUNA HCCIEA0BATENLCKUN IIEHTP TPAHCIUIAHTOJIOTUUA M MCKYCCTBEHHBIX
opraHoB nMeHH akagemuka B.M. lymakosa"

HawmazoBa-bapanosa Jleiina CeitmypoBna — akan. PAH, npodeccop, 1.m.1H., npesunent Coro3a
neauatpoB Poccum; macr-npesuapent EPA/UNEPSA; pykoBogutens HUW menuaTpuu M OXpaHBI
3nopoBbs nereil LIKb PAH, 3aBenyromas kadenpoit GpakyabTeTCKON MeauaTpuu MeauaTpruiecKoro
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¢dakympreta O®I'BOY BO "PHUMY wum. H.U. Iluporoa" Mwun3apaBa Poccuu, riaBHBIN
BHEIITATHBIM JIETCKUI CIICIMAIMCT 110 NpoduIaKTHYecKol Meauiinae MuHn3apaBa Poccun

[TonsikoBa Cpernana WropeBHa — JOKTOp MEIUMLMHCKUX Hayk, mpodeccop Kadeapsl
TrOCIIUTAJILHOM TlenquaTpuu uM. akagemuka B.A. Tabomuna Ilemmatpuueckoro dakyiabpTeTa
Poccuiickoro HallMOHaJIbHOI'O MCCIEA0BATEIbCKOr0 MeAuIMHCKoro yHusepcutera (PHUMY) um.
H.U. ITuporoea, r. Mocksa

[ToranoB Anekcannp CepreeBud — A.M.H., ipodeccop, oTaeneHue racrpodntepoiaoruu GIAY
"Hayunblii MeIMIMHCKUN UCCIEA0BAaTENbCKUI LEHTp 370poBbs netei" MunsnpaBa Poccun,
kadenpsl neauatpuu U nerckoil pesmatonorun GI'AOY "llepssiit MI'MY um. .M. Ceuenona"
Munsapasa Poccun (CeueHOBCKHI YHUBEPCUTET)

[TonsikoB Anexcannp BrnamgumupoBud — mpodeccop, wir.-kopp PAH, n.6.H., 3aBemyromuit
naboparopuert JIHK-mumarnoctuku ®OI'BHY "Menuko-reHeTHUECKU HAyyHBIH LIEHTP HM.
akagemuka H.I1. boukosa"

Penuna Csetnana AdaHacbeBHA -- K.M.H., Bpa4-T€HETUK OT/EJIa OPraHu3alui MEIULIUHCKON
nomot ®I'BHY "Menuko-reHeTnyeckuid Hay4HbIi 11eHTp uM. akajgemuka H.IT. boukoBa"

CaBoctbsiHOB Kupunn BukrtopoBuu — n1.0.H., HayanbHuUK LleHTpa QyHAaMeHTaIbHBIX
uccinenopanuii B nenuarpun ®I'AY "HauuoHalbHBIM MEAUIIMHCKUN HCCIEA0BATEIbCKUNA LEHTP
310poBba nereil” Munznpasa Poccun, uineH Accounanuym MEJUUUHCKUX T'€HETUKOB.

CenroBa ['ynpHapa HapuMmanoBHA — K.M.H., TJIaBHBIA Bpad MeIUKO-T€HETHYECKOr0 LIEHTpa
(I'enernueckort kimmaNkH) HUU menummuackoit reaetuku, Tomckoro HUMIL PAH

CemuBepctoB HOpuit AnekcaHIpoBUY — K.M.H., CTapiiuid Hay4dHblii coTpyaHuk DOI'BHY
"Hayunbpiii 1eHTp HeBposioruu", ujieH oOpa3oBaTelbHOr0 KomMuTeTa EBpomeickoil cekiuu
International Parkinson and Movement Disorder Society, 4jeH Hay4HON MAHEIH 110 JBUTATEIbHBIM
pacctpoiictBam EBpomneiickoii akanemun HeBposoruu (EAN)

CenumssiHoBa Jlwus PobepToBHa — K.M.H., Beayumii HayuHblil cotpynnuk HUW nenunatpun
u oxpansl 310poBbs geteit LIKb PAH MunucrepctBa Hayku u Beiciiero oopasosanusi Poccuiickoit
denepannn, AONEHT Kadeapsl neauatpuu u aerckoil pesmartosnoruun ®I'AOY "llepseiii MI'MY
uM. .M. Ceuenoa" Munznpasa Poccuu (CeueHOBCKHIT YHUBEPCUTET)

CkBoprioBa Tamapa AHApeeBHa — K.M.H., TJIaBHBIM BHEIITATHBIA JETCKUU CIIEIIUATUCT
racTposHTeposor JlemapraMmeHnra 3npaBooxpaHeHus I. MockBa, pykoBoauTens lleHTpa nerckoit
ractposuTeposorun U llentpa B3K, 3aBemyroomas otaeneHueMm ractposnteposiorun ['BY3
"Mopo30BCKas AeTCKasi TOpojcKas KiMHndeckas 6onpauna J[3M"

CmupHoBa Oubra SlkoBineBHa — Bpay-T€HETHK, CTapIIMii Hay4yHBIH COTPYAHHUK OTAENa
CTAaHJAPTU3ALMM W H3Y4YEHUS OCHOB JoKasarenpHONM Meauuuuel HUW nenmatpuu u oxpaHsl
3nopoBbd nereit LIKb PAH

CrpokoBa Tartesna BukropoBHa — n.M.H., npodeccop PAH, 3aBenyromias otaeneHuem
NeIuaTpUYecKod TacTpodHTEposioruu, renatojgoru u avetepanuun Kinunwku PI'BYH "OUILL
OUTaHUs U OMOTeXHOoNIOruu"

CypkoB Anapeit HukonaeBuy — A.M.H., 3aBeAyIOIIMNA OTAeIeHneM ractposnteponiorud ®I'AY
"HMMUILI 3n0poBes aereit" Munsapasa Poccun, unen Coro3a nenguatpos Poccun

CyxanoBa Haremra BaxTanroBHa — pyKOBOAUTEIb AHUPUAMMHOIO LEHTPA, HAYYHBIN
corpyauuk HUUW menmatpun u oxpansl 310poBbs aereir LIKb PAH, Bpau odramsmorior, dieH
accolMaIuu aeTckux odraabmonoroB Poccuiickoit @eneparuu, wien Coro3a neauatpoB Poccun

TenaeB Pycram ®apujioBUy — JI.M.H. 3aBEIYIOIIMNA peaHUMallMell U MHTEHCUBHOM Tepamnuu
OI'AY "HanuoHanbHBIM MEAUIIMHCKUNA HUCCIEIO0BATEIBCKUI IIEHTP 310pOBbs neter”" MuH3apaBa
Poccun, npodeccop xadenpsr nenuatpun u nerckort pesmaronoruu @IAOY "[lepssiit MI'MY um.
.M. Ceuenona" Munszapasa Poccun (CeueHOBCKHIT YHUBEPCUTET)

denoceenko Mapuna BnaanucinaBoBHa — K.M.H., 3aBeylOIIasi OTACIOM pa3pabOTKHU HayYHBIX
MIOJIXOJ0B K MMMYHHU3allUl NAllUEHTOB C OTKJIOHEHHUSMH B COCTOSIHMM 3/10POBbSI U XPOHUYECKUMHU
OoNe3HsAMH, BENYIINH HaY4HbIH COTpYIHUK, Bpad-nequatp HUW menuaTpum u OXpaHbl 370pOBbS
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nereit [IKb PAH MunucrtepcTBa Hayku U BhIcIIero oopa3oBanusi Poccutickoit deneparuu, 10MEHT
Kadenpsl GaKyIbTETCKON NeAUaTPUn

XaBkuH AHatonmuid Mnbud — JOKTOp MEIUMLIMHCKMX HAyK, I'JIaBHBIM HAy4YHBIA COTPYIHMK
ornena ractposuteponorun OCII Hay4yHo-mcciienoBarenbCKoro KJIMHUYECKOTO HHCTUTYTa
neaquatpun  uM. akajgemuka lO.E. Bemptumea ®I'AOY BO Poccuiickuii HanuoHaJdbHbIN
HCCIEN0BATENLCKUM MeauiuHckuil yHuBepcuter um. H.M. TluporoBa MuuzgpaBa Poccuwu,
[Ipencenarens o0IecTBa JETCKUX TACTPOIHTEPOIOTOB, TEMATOIOTOB M HY TPUIOIOT OB

ABTOpBI TOATBEPXKAAIOT OTCYTCTBHE (DMHAHCOBOW MOMICPKKU/KOH(IUKTA HHTEPECOB,
KOTOPBI HEOOXOAMMO 00HAPOIOBATh.

[Ipunoxenue A2
MeTtoaosiorusi pa3padoTky KJIMHAYECKUX PeKOMeH1aiui

Kivanyeckne pekoMeHJalMu CO3JaHbl HAa OCHOBAaHHWU COBPEMEHHBIX MEXKIYHAPOIHBIX
KIMHUYECKUX PEKOMEHJAIMK 10 JMArHOCTHKE, JICYCHUI0O W BEACHUIO IMAIMEHTOB C OO0JIE3HBIO
Bunscona.

bonesnr BuiibcoHa OTHOCHTCS K PEIKHM HACJIEACTBEHHBIM 3a00JICBAaHUSM, YTO MCKIIOYAET
BO3MOXXHOCTh TIPOBENCHHS OOJBIINX KOTOPTHBIX U PaHJAOMH3UPOBAHHBIX KOHTPOJMPYEMBIX
WCCIIEOBAHUI M Il CO3JaHMS MPOTOKOJIOB JMArHOCTUKM W TEpanuu HUCHOJb3YIOTCS JIHIIb
TEMATUYECKHE UCCIICA0BaHUS DKCIIEPTOB, ONYOJMKOBAaHHBIC B IOCIEIHHUE IBA ICCATUIICTH .

[leneBast aynuTOpus JAHHBIX KIIMHUYECKUX PEKOMEHAAIINI:
1. Bpauu-ractposHTeponoru

. Bpaun-nenuarpsl

. Bpaun-HeBpoJiioru

. Bpauu o0mieii BpaueOHOW MpakTUKU (CeMEWHbIE Bpayun)
. Bpauu-tepanesTsl

. Bpauu-renetnkun

. Bpaun ynpTpa3ByKoBOM AMarHOCTUKHU

. Bpaun-nabopaHTsl

. Bpaun-natonoroanaTomsl

10. CtynenTsl MenuiuHckux BY3oB

11. O6yuaromuecs B OpIMHATYPE U HHTEPHATYPE

O 01O DN b~ W

MGTOI[BI, HCIIOJIb3YCMbBIC TJI1 c60pa/ceneKuHH J0Ka3aTCJIbCTB: ITOMCK B 3JICKTPOHHBIX bazax
JaHHBIX.

Tabmuma 1. Illkana omenku ypoBHEW noctoBepHOCTH AokazatensctB (Y /) mist meromos
JUArHOCTUKN (I[I/IaFHOCTI/I'-ICCKI/IX BMeHIaTCJ'IBCTB)

YA Pacumdposka

1 CucreMaTHueckre 0030pbl HCCICAOBAHUI C KOHTPOJIEM peepeHCHBIM METOI0M HJTU
CHUCTEMATHYECKUN 0030p PaHI0MU3HPOBAHHBIX KJIMHHUYECKUX UCCIIETOBAHUH C
MPUMEHEHUEM MeTa-aHajn3a

2 OTnenbHbBIE UCCIIEAOBAHUS C KOHTPOJIEM pePEepEeHCHBIM METOJIOM UJIH OT/AEIbHbIE
paHIOMHU3UPOBAaHHbIE KIMHUYECKUE UCCIIEAOBAHUS U CHCTEMaTHUecKre 0030pbl
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HCCJIEZIOBAHUMN JTI000r0 AU3aiiHa, 3a HCKIII0OYEHUEM paH 0MU3HPOBAHHBIX KIIMHUYECKUX
HCCJIEOBAaHUM, C IPUMEHEHUEM METa-aHaIu3a

3 HccnenoBanus 6e3 0oCiie10BaTENbHOIO KOHTPOIIS peepeHCHBIM METOAOM HIIU
UCCJIEZIOBAHUS C PePEPEHCHBIM METOJIOM, HE SBJISIOUIMMCS HE3aBUCUMBIM OT
HCCJIEyEMOT0 METOA UM HEPAaHAOMU3UPOBAHHbBIE CPAaBHUTEIBHBIE HCCIEN0BAHNUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEAOBAHUS

4 HecpaBHuTENbHBIE HCCIIEN0BAHMS, ONIMCAHNE KIMHUUECKOT O ClIydast

Hmeercs numb 000CHOBaHUE MEXaHU3Ma HeﬁCTBHﬂ HJIM MHCHHC SKCIICPTOB

Tabmuma 2. Illkanma orneHkw ypoBHEW nocToBepHOCTH AokazatenbctB (Y /1) mist meromos
NpOGHUIAKTHKY, JICUEHUS W peadbunuranuu (MpopHIaKTHIECKUX, JIeYeOHBIX, peaOnuIuTaluOHHBIX

BMEIIATEIHCTB)
YO Pacumdposka
1 Cucrematnueckui 0030p PKU ¢ npumenennem Mera-aHanusa
2 Otnenpubie PKU u cuctematnyeckue 0030pbl HccaenoBaHUM JII000T0 Tu3aiiHa, 3a
uckmouenueM PKU, ¢ npuMenennem meTa-aHanm3a
HepannomusupoBaHHbIe CPAaBHUTEIBHBIE UCCIEIOBAHUS, B T.4. KOTOPTHBIE HCCIIEIOBAHUS
HecpaBHutenbHbI€ HCClI€0BaHMS, ONMCaHNE KIMHUYECKOT 0 ClIydast WM CEPUH CIIy4aeB,
uccienoBanus "cirydai -KOHTPOJIb"
5 Nwmeercst nuib 000cHOBaHNE MEXaHU3Ma JIeHCTBHS BMEIIATENbCTBA (AOKJIMHUYECKHE

HCCJIEIOBAHUS) MM MHEHHUE HKCIIEPTOB

Tabmuua 3. [llkana oneHku ypoBHeW yoOenutenbHOCTH pekoMmennauuit (YVYP) nns meronos
NPOGHUIAKTHKHY, TUATHOCTHKY, JeUYEeHHUS U peadmmTanuu (MpoUIaKTHIECKUX, TUarHOCTHYECKUX,
ne4eOHBIX, peadMIIN TAIIHOHHBIX BMEIIATEIHCTB)

yyp

Pacumdposka

A

CunbHast pekoMeH1alus (Bce paccMaTpuBaeMble KpuTepuu 3(hHEeKTUBHOCTH (MCXObI)
SIBJIIIOTCS BAKHBIMHU, BCE M CCIIEAOBAHUS UMEIOT BBICOKOE MJIM YJIOBJIIETBOPUTEIBHOE
METO/I0JIOTHYECKOE KaUeCTBO, X BBIBOJIBI 10 HHTEPECYIOIINUM MU CXOAaM SBIISIOTCS
COTJIACOBAaHHBIMMU)

VYcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ (PpeKTHBHOCTU
(ucxopl) ABISAIOTCA BaKHBIMH, HE BCE UCCIIEIOBAHUSI UMEIOT BBICOKOE UJIH
YJOBJIETBOPUTEIBHOE METOA0JI0IMYECKOe KaueCTBO U/UJIM UX BBIBOJIBI 1O
MHTEPECYIOIINM UCXOaM He SBJIIOTCS COTrJIACOBAHHBIMU)

Crnabast pekoMeHganus (OTCYTCTBUE JOKA3aTEIbCTB HaJISKAIIIEro KauecTBa (Bce
paccMaTpuBaeMble KpUTEpHH 3PPEKTUBHOCTH (MCXObI) SBIISIFOTCS HEBAXKHBIMU, BCE
HCCIIENOBAHUSA UMEIOT HU3KOE METOMOJIOTMYECKOE KAYECTBO U MX BEIBOBI 110
WHTEPECYIOIINM MCXOIaM HE SIBIISIOTCS COTJIaCOBAHHBIMH )
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Hopﬂp,ox OOHOBNEHUA KNNHNYECKUX peKomer,auMﬁ

MexaHusM  OOHOBIIEHUS ~ KIMHUYECKHMX  pPEKOMEHIAlMW  MpenycMaTpuBaeT  UX
CUCTEMaTHYECKYI0 aKTyaJIM3allMl0 — HE peXe YeM OJMH pa3 B TPU roja, a TaKKe MpPHU MOSIBICHUU
HOBBIX JAHHBIX C TO3ULMM JIOKA3aTEIbHOW MEIMLMHBI IO BONPOCAM JMATHOCTUKH, JI€UEHUS,
NpoQUIAKTAKA ¢  peadwIMTalMi  KOHKPETHBIX 3a00JieBaHWM, HaJIMYUU OOOCHOBAaHHBIX
JIOTIOJIHEeHU/3aMeuannii k paHee yTBepkaeHHbIM KP, Ho He daie 1 pa3a B 6 mecsiiies.

[Tpunoxenune A3

CrnpaBouHbie MaTepHAJIbl, BKJIKYas COOTBETCTBHE NOKA3AHUI K PUMEHECHHUIO
U NMPOTHBOIOKA3aHUI, C1IOCO00B NPUMEHEHNS U 103 JIEKAPCTBEHHbIX
NpenapaToB, HHCTPYKIUM M0 MPUMEHECHHUIO JIeKAPCTBEHHOI 0 Mpenapara

[Tpunoxenue A3.1
Caa3aHHbIe HOKYMEHTBI

nopﬂ,D,KVI OKa3aHuA MeaULMHCKOW NoOMOoLMm

[Ipuka3z MuHucTepcTBa 3paBOOXpaHEeHUs U colaibHoro pa3sutus PO ot 16 anpens 2012 r.
N 3661 "O06 ytBepxxknenuu [lopsaka okazaHust neaAuaTpUuE€CKOl moMoIu"

[Tpukaz MuHnucrepctBa 3apaBooxpaHeHuss P® "OO yrBepxkaenuu Ilopsinka oxazaHus
MEIUITMHCKON TOMOITM OOJIbHBIM C BPOXKJICHHBIMHU U (WJIM) HACJIEACTBEHHBIMU 3a00JIeBaHUSIMH" OT
15 Host6ps 2012 1. N 9171

Mpoyne [OKYMeHTbl, Ha OCHOBaHMW KOTOPbIX pa3paboTaHbl KNUHU4YECKUe
pekoMeHaauum

1. ITpuka3 MunucrepcTBa 3apaBooxpanenus Poccuiickoit @enepamnuu ot 14 auBaps 2019 r. N
4u "OO yTBepXIECHUM IOpPAIKA HAa3HAYCHHUS JIEKAPCTBEHHBIX IpenapaTroB, (GopM perenTypHbIX
ONaHKOB Ha JICKapCTBEHHBIE Tperaparsl, Mopsaka oQpOopMICHUS YKa3aHHBIX OJIAHKOB, UX y4eTa U
XpaHeHus"

2. Pacnopsokenue IlpaBurensctBa PO ot 31 nexabps 2018 r. N 3053-p "OO6 yrBepkaeHun
nepeyHed MEIUIIMHCKUX H3JeNHi, HWMIUIAHTUPYEMbIX B OpraHHW3M 4YeJoBeKa IMpH OKa3aHUU
MEIULHUHCKOI MOMOIIM B paMKaX MpOrpamMMbl FTOCYAapCTBEHHBIX rapaHTUi OeCIIaTHOTO OKa3aHUs
rpa)x<aHaM MEIUIIMHCKON MOMOIIM M OTIYCKAaeMBbIX MO pelenTaM Ha MEIMLIMHCKHUE U3JEIHs MpU
IIpe0CTaBIeHNH Habopa coLraIbHbIX yCiIyr"

3. MexnyHnaponHas kinaccudukanust 60ae3Hel, TpaBM U COCTOSHUM, BIMSIOLINX Ha 370POBbE
(MKB-10);

4. Tlpukaz M3 P® or 20 nexabpst 2012r. N 11831 "OO yTBepAEHHU HOMEHKJATYPHI
JOJDKHOCTEH METUIIMHCKUX pa0OOTHUKOB M (hapMalleBTHYECKHX PaOOTHUKOB'".

5. Ipuxa3z M3 P® ot 23 urong 2010 r. N 541H. Enunsiii kBan(uKanMOHHBIA CHPaBOYHUK
JOJDKHOCTEH  PYKOBOJAMTENEW, CIEeUHaJMCTOB M CiayXawmux, pasgen KsamuduxanuoHHble
XapaKTEePUCTUKU TOJDKHOCTEH paOOTHUKOB B cdepe 31paBOOXpaHEHHUS.

6. ®enepanbHblil 3ak0oH OT 25.12.2018 N 489 489-03 "O BHeceHUH M3MEHEHHH B cTaThio 40
®denepanpHOro 3akona "O0 00sA3aTeILBHOM METUITMHCKOM CTpaxoBaHuU B Poccuiickoi denepammn”
u DenepanbHblil 3akoH "OO OCHOBax OXpaHBI 3710pOBbs TpakaaH B Poccuiickoit dexeparnuu” mo
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BOIIPOCaM KJIIMHUYECKUX peKoMeHaanuin".

7. IMpuka3 MunznpaBa Poccun N 1031 ot 28.02.2019 1. "OO0 yTBepKIeHHH MOPSIKAa U CPOKOB
pa3paboTKM KJIMHUYECKUX PEKOMEHJAIMil, UX MepecMoTpa, TUIOBOH (OpMBI KIMHHUUECKUX
pexoMeHJanuil U TpeOoBaHU K UX CTPYKTYpe, COCTaBY U Hay4yHOW 0OOCHOBAHHOCTH, BKIIFOUAEMOU
B KIIMHUYECKHE PEKOMEHIallnu nHpopmanuu'.

8. Ilpuka3z MunsnpaBa Poccun ot 13.10.2017 N 804n "OO6 yTBep,IEHUH HOMEHKIATYPHI
MEIUIUHCKUX yCIyr".

9. Ilpuka3z MuHnucrepcTBa TpyJa U conuaibHoi 3amuTel PO ot 27 aBrycta 2019 r. n 5851 "O
KiacCUUKAUAX U KPUTEPUAX, HCIONb3YEMbIX MpPH OCYIIECTBICHUH MEANUKO-COUATbHON
SKCHEPTU3Bl TpaxaaH (eaepalbHBIMU TOCYAAPCTBEHHBIMH YUYPEXKACHUSIMH MEIUKO-COLUAIbHON
SKCIIEPTU3bI".

10. Ilpuka3 MuHucrepcTBa 34paBOOXpaHEHMs] U COLMAIBHOrO pa3BuTus Poccuiickoin
@enepauun "O mnopsake NPUMEHEHMs! JIEKAPCTBEHHBIX CPEICTB Yy OOJIBHBIX M0 >KM3HEHHBIM
nokazanusaM" ot 9 aBrycra 2005 r. N 494

11. HWnadopmanmonnoe mnucbmMo MuH3apaBa Poccum 10  BO3MOMKHOCTH — 3aKYIIKH
JIEKapCTBEHHOI' O npenapara o TOProBOMYy HaWMEH OBaHMIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

Wnudpopmanus o nexkapcTBEHHbIX cpeacTBax: https://grls.rosminzdrav.ru/

OCcHOBHbIe HOPpMAaTuUBHO-NpaBoOBbLIE aKThbl, perynupyrouine OKa3aHue
nansiMaTMBHON MeOULIMHCKOWN MOMOLLM

1. ®enepanpubiii 3akoH "O BHeceHnu u3MeHeHnit B denepanbHblii 3akoH "OO OCHOBax
OXpaHbl 3710pOBbsl TpaxkgaH B Poccuiickoit denepanuu’ 1no Bompocam OKazaHUs NaIMaTUBHOU
meaunuHackon nomomu" ot 06.03.2019 N 18-P3.

2. Ilpuka3z MunsnpaBa Poccun N 345H, Muntpyaa Poccum ot 31.05.2019 N 372 "O6
YTBEPXKICHUU TOJOXKEHUS 00 OpraHu3aluyl OKa3aHWs MaUTMATUBHOW METUIIMHCKOW ITOMOIIIH,
BKJIFOYAsT TIOPSOK B3aUMOJCUCTBUS MEIUIIMHCKUX OpraHU3alui, OpraHu3alil COIHATBHOTO
oOCITy)XMBaHUSI H OOIIECTBEHHBIX OOBEAMHEHWH, WHBIX HEKOMMEPYECKHX OpraHH3alluii,
OCYIIECTBJISIONINX CBOIO JIESITEIFHOCTh B c(hepe OXpaHbl 3[0POBBS".

3. Ilpuka3 MunsnpaBa Poccun N 348 ot 31 mag 2019 roga "OO yTBep)KIEHMM IEpeUHs
MEIUIIMHCKUX HW3JIENUH, TpeIHa3HAYCHHBIX JUIA TOJJICpKaHUsS OPraHOB W CHCTEM OpraHu3Ma
YeJI0BeKa, MPEA0CTaBISIEMBIX JJI UCIIOIb30BaHUS HA oMY

4. Tlpuka3z Munzapasa Poccun N 5051 ot 10 urons 2019 roga "O6 yrBepxknenuu Ilopsnka
nepenayd  OT MEIUWIMHCKOM OpraHu3alud ManueHTy (ero 3aKOHHOMY MPEICTaBUTEINIO)
MEIUIMHCKUX W3JIeNUH, MpPEIHA3HAUYECHHBIX [JI TOJJepKaHus (QYHKIUA OpPraHOB M CHUCTEM
OpraHu3Ma 4YeJIOBeKa, IS MCIOJL30BaHUS HA JIOMY IMPU OKa3aHWM MAJUTMATUBHON MEIUIIMHCKOM
romouu".

5. Ilpukaz M3 P® N 831 or 3 oktsa6ps 2019 roga "OO yTBEpXIE€HHUHM BEIOMCTBEHHOMU
1eneBoi nporpammel "Pa3zButre cucteMbl OKa3aHUs NaJJIMATUBHON MEIUIMHCKON oMoIu".

Mpumepbl ANArHo3oB:

- bonesns Bunbcona, nedenounas popma. Luppos neuenu.
- bone3np Buibcona, cmemanHas ¢opma, pUTHIHO-apUTMOTHMIEPKHMHETHYECKas Qopma.
uppo3 neuenu.
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[Tpunoxenue A3.2

Kiaunnnveckue npusnaku bB

Kimunueckne npuzHaku
6one3nu Buibcona

[IposiBnienus

[TopaxxeHue neyeHu

- 'ematomeranus

- [ToBBIlIEHNE AKTUBHOCTH MEYEHOYHBIX TPAHCAMHHA3

- Ctearorenatut

- OyIbMUHAHTHBIA F€NaTUT

- OcTpast meyeHoYHasi HEOCTATOYHOCTD C TEMOJIN30M

- [lopTanbHas runepTeH3us: BAPUKO3HbIE BEHbI TUIIEBO/IA,
CIJIEHOMETaJIMsl, TPOMOOIIUTOTIEHUS

- lluppo3 neueHu

[Topaxxenue [THC

- JIBurarenbHble HapylIeHus (TpeMop, AUCTOHHS, TAPKUHCOHU3M,
Xopesi, aTaKCHus)

- CiroHOTEeUEeHME

- Muzaprpus

- Mucdarus

- JIuCcTOHNYECKHE TPUCTYIIBI

[TceBnoOyabOapHBIN CHHIAPOM

IlcuxuaTpuyeckue
CUMIITOMBI

- Henpeccus

- TpeBoxHBIE paccTporicTBa

- PacTopmokeHHOE moBeIeHHE
- KorHuTHBHBIE HApYILLIEHUS

- U3MeHenus TMuHOCTH

- [Icuxo3

ITopaxeHue Apyrux cucreM

- Odpranmsmonorus: konbua Kaitzepa-@ueitmepa, "mMennas"
KaTapakTa

- 'emonutnueckas anemus

- Jlepmatonoruueckue nposiBJIEHHs!: TOIy00e OKpallluBaHUe
HOT'TEBBIX JIYHOK, TUIIEPIUTMEHTALUs KOXKH HOT

- [laTonmorus nmoyek: aMuHOALU Iy pusi, HEQPOIUTUA3S

- [TaTonorus ckenera: paHHUN OCTEONOPO3, APTPOIATHS

- [TopaxeHnue cepaua: KapAMOMUOIIATHA, HAPYIIEHUS PUTMA
- [TankpeaTuT, )KeTUHOKaMeHHas 00JIe3Hb

- 'unonapatupeos, riraHTU3M

- Hapymenue MeHCTpyasbHOT O 1IIMKJIa, Oecriionne, IOBTOPHbIE
BBIKUIBIIIN
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[Tpunoxenue A3.3

JAunarnocrnyeckne kpurepuu bB (IpU4YHHBI J10KHOOTPULATEIbHBIX U

JJOKHOIIOJIOKUTECJIBHBIX pe3y.11]>TaTOB)

Tect N3menenn IIpruyunHBI JTOKHOIIOJIOKUTENBHBIX [IprnunHb
g Ipu pe3yJIbTaTOB JIOHOOTPULIATETbHBIX
Oone3nu pe3yJbTaToB
Bunscona
Hepynomnasmun | Menee 20 | bonesus Menkeca, meueHouHast
CBIBOPOTKHU MI/ 1 HEJI0CTaTOYHOCTh, MaJIbaOCOPOIHs,
JUTMTENbHOE MapeHTepaIbHOE MU TaHHE,
Octpoe BocnasnieHue,
reTepO3UrOTHOE HOCUTENIBCTBO
TUIIEP3CTPOreHEMMUS,
naTOreHHbIX BapuaHToB B ATP7B,
0epeMEeHHOCTh, OMYXO0JIU
alepyJonIa3sMUHEMHUS,
HeQpPOTHUUECKUN CUHAPOM, JETCKHIM
BO3pacT MeHee 2 JeT
Kousbua Kaiizepa- | [IpucyTcTB | XpOHHUUECKHE XOJIECTATUUECKUE Pannwne craguu 6one3nu
Qurelimepa YIOT 3a00y1eBaHus IIEUEHHU, HEOHATAJIbHBIN | BuiibcoHa, neueHouHble
X0JIeCcTa3 ($hopMbI OOJIE3HH
Bunscona
Okckpenus meau | bonee 50 BecCHMIITOMHOE
¢ MOT0H MKT/CYT XPpOHUYECKUI AKTHBHBIN T'CIIATHUT, TeUYCHHUE 0OJIC3HU
Dkckpenus Meau | Bonee XPOHMYECKUE XOJECTaTUIECKUE Bunscona, panaue
¢ Mouoif Ha pore | 1600 3a00JIeBaHMs IIEYEHH, 3aTPSI3HEHUE craauu 60J1e3HU
MCHUIMIIAMAHA | MKT/CYT MeZIbI0 TPOOBI MOYHM WM Taphbl U3BHE | BuibcoHa,
(500 mr x 2 pa3a) XelaTupyromnias Tepamnus
bonee 250 | BHyTpuneueHOUHBIH X0JecTas, Xenatupyromas
KommuecTBennoe | MKr/r Yactrunas OmmapHas arpesus, [1BL], | repamnms,
CcozepKaHue MeIU I[CX HEIOCTATOYHBIN

B TKaHHU IICYCHHU

Nuaauiicknuil 1eTCKUKA HUPpPo3
N nuonatnyeckuii TOKCHKO3 MEIBIO

o0pa3zerl me4yeHoyHon
TKaHU

PacundposBka npumMeyanui

ITpunoxenue A3.4

.. ** — mpemapaT BXOAMT B MEPEUEHb KU3ZHEHHO HEOOXOIUMBIX U BAKHEHIIIUX JIEKAPCTBEHHBIX
npernapatoB (Pacmopspkenue I[lpaButensctBa PO or 12.10.2019 N 2406-p "OO6 yTBepkIeHUH
MepeyHs] KU3HEHHO HEOOXOMUMBIX M BaKHEMIIMX JeKapcTBEHHBIX npenaparoB Ha 2020 rox, a
TaKXe TMepedHell JeKapCTBEHHBIX IMPernapaToB A MEIUIIMHCKOrOo MPUMEHEHUS U MUHUMAJIbHOIO
acCCOPTHUMEHTA JIEKaPCTBEHHBIX NPENapaToB, HEOOXOAUMBIX JJIs1 OKa3aHUs MEJUIIMHCKON nmomoiu",
Pacnopsixenne [1paBurensctBa PD ot 23 HostOps 2020 . N 3073 p

# — npumenenue off-label — BHe 3aperucTpupoBaHHBIX B HMHCTPYKIIMH JIEKAPCTBEHHOIO
CpeACTBa IMOKa3aHUN OCYIIECTBISETCS IO PEHICHHI0 BpaueOHOW KOMHCCHUHU, C pa3pelieHus
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JIokanbHOTO STHYECKOr0 KOMHUTETa MEOUIIMHCKOW opraHu3zauuu (Mpu HAIUYUHU), C YCIOBHEM
MTOAMKMCAHHOT'0 HH(MOPMHUPOBAHHOTO COTJIACHS POIUTENEH (3aKOHHOTO IMPECTABUTEIISA) M MAIMCHTA
B Bo3pacte crapuie 15 ner;

AJIrOpuTMBI 1eHCTBUN Bpaya

IIpunoxenue b

[TanmeHT ¢ nogozpeHHeN Ha DonesHs BHIBCOHA

¥

JHarHoCTHEA

i

KoncyapTanma

npodHIEHOTO
CIEIHATHCTA

MosHTOpHET COCTORNHET DAIHEHTOE,
TIOTY AT TEPATTHED

JHcnancepHoe
HAOTHIEHHE,
TLTAHOEAT TepanEd
Ha JOMV

[L1anoroe
HabmMOgeHEHE V
npodHIEHOTO
CIIEHATHCTA

C1atHIBHOS
cocTogHRE:?

T ocrmaTammzammg
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IIpunoxenue B
HNudopmanus 1Ji naumeHTa

YTto Takoe 6orne3Hb BunbcoHa?

bonesnp Bunbcona (remaTo-NeHTHKYISIpHAs AereHepanus, 0one3nb Buiscona-KonoBanosa)
OTHOCHTCS K TSKEJIBIM HACJIEICTBEHHBIM O0JIE3HAM LIEHTPAIbHOM HEPBHOM CUCTEMBI M BHYTPEHHUX
OpraHoB, CBSI3aHHBIX C HApYIIEHHMEM OOMEHA MEHU.

[Tpuuunoii Gone3Hn Bunbcona sBnstorcs MyTtanuu B reHe ATP7B, xotopslil oTBeuaer 3a
CHHTE3 Melb-TpaHcnopTupytouiero 6enka (ATP7B). Ilpu nHapymenun ero paboTel 0OMeH Meau U
MebCONIepKAIIMX OCTKOB HapymaeTcs, MOSBISIETCS HM30BITOK '"CBOOOMHOH" Memu, KOTopas B
OONBIINX KOJMYECTBAX OTKJIAJAbIBAETCS B MIEUEHHU, TOJIOBHOM MO3T€, POTOBUIIE, a TAK)KE BBIACIAETCS
¢ Mouoil. Jlnarnoctuka 0ose3Hu 6azupyercs Ha oOHAPYKEHUM XapaKTEPHbIX HAPYIIEHUNH METHOTO
obmena. [lopaxenue mnedeHu u30bITKOM "CBOOOIHOH" Meau NposBISETCS LUPPO3OM IIE€UEHHU.
[Topa)kxeHne roJ0OBHOIO MO3ra MPUBOJUT K PAa3BUTHUIO TSDKEJIOW HEBPOJIOTMYECKONW CUMIITOMATUKU:
IPO’KaHUI0 KOHEYHOCTEW U BCEro TYJIOBUIIA, IIOBBIIIEHUIO MBINIEYHOTO TOHYCa, MHOrJa
COMPOBOXAIOLIEMYCsl OOJIE3HEHHBIMH CIIa3MaMH, HapyLIEHHEM pe4M, TIJIOTAHUs, CHIKEHUIO
uHTeekTa. OTioKeHHe Menu B poroBuie (IO Kparo pagyKHOH 000JO0YKHM) OO0YCIOBIMBAET
(dhopmupoBanue kombia Kaiizepa-dneiinepa uMeromero-0ypo-3e1eH0BaThIN 1BET.

bonesnp BunbcoHa — peaxuil IpuMep HACIEICTBEHHOIO HApyLIEHUsS, UL KOTOPOro
pa3paboTaHbl BBICOKO3(D(EKTUBHbIE METOJbl JICUEHHUS: JaKe€ TMpH TOABIECHUH  TAXKEION
HEBPOJIOTHYECKOM CHUMITOMATUKM CHCTEMAaTHUYECKOE JICYEeHHE BBICOKOI()(PEKTUBHO, BIJIOTH [0
HCYE3HOBEHUS BCEX CUMIITOMOB MJIM PE3KOr0o UX yMeHbIeHHs. [TanueHTsl BHOBb MOT'YT IIOJHOCTBIO
o0Cy)KHUBaTh ce0s1, BECTU JIOMAIIHIOW padOTy, YYUTHCS, padoTaTh MO MPOPECCHH, CO3/IaTh CEMBIO
U POJIUTH 3I0POBOrO peOeHKa.

Kak nposiBnsietca 6one3Hb BunbcoHa?

[TepBbie CHMITOMBI OOBIYHO MOSBISIFOTCS B Bo3pacte 5-40 mer, peako (~3%) B Goiee
MMO3AHCEM BO3pacCTe. OCHOBHBIMU OopraHaMu-MUIICHSIMUA ITPpU 6oJie3Hu Buibcona sSBIISIOTCS HCPBHasd
cucreMa W medeHb. KimHuYeckas KapTMHa OOJE3HM OUYEHb pPa3HOOOpa3Ha W KIMHUYECKHE
IpOABJICHUA MOTYT OTIUYATBCA Y PA3HBIX ITAIIUCHTOB. HpI/I OTCYTCTBHUU JICUCHUA 00JIE3Hb
IPOrPECCUPYET, MOXKET BOSHUKHYTh IEUEHOYHAs! HEAOCTaTOYHOCTh, HEOOpaTUMbIE M3MEHEHHUS CO
CTOpOHBI HEpBHOW cucTeMbl. PaHHSAS JWarHocTMka W JiedeHHEe OO0Jeryaer CHUMITOMBI |
IIPEeIOTBpAIIAET OCIOKHEHHUS.

1. I[leyeHouHble M3MEHEHUS: OTMEUaroTCsl npuMepHo y 50% mnanueHToB; yamie y JeTedl u
MIOJIPOCTKOB-YBEJIIMYCHHUE TT€UEHH, )KUPOBOM I'€laTo3, OCTPBIN MM XPOHUUYECKUM renaTuT (CXOJHBIN
C OCTPBIM BUPYCHBIM WJIM ayTOUMMYHHBIM T'€lIaTUTOM), IUPPO3 IIEUEHU C IPU3HAKAMU [TOPTaIbHON
TUIEPTEH3UH, OCTpasi eYEHOUHas HeA0CTaTOYHOCTb.

2. Heponoruueckue pacctpoiictBa: y 40-50% OONBHBIXMOTYT pa3BUBAThCS ApPOKaHUE,
MapKUHCOHU3M (3aMEIUICHHOCTh JBW)KEHUH W MBbIIIEYHAas PUTUIHOCTb), aTakCcHus (HapylleHHe
KOOpJWHAIIMKM, INaTKOCTh MpHU XOAb0€), AUCTOHHUS (OT (oKaIbHOW J0 TEHEPaTU30BaAHHOM),
IU3apTpus (CMazaHHas peyb), HapylIeHHe IJI0TaHus.

3. Ilcuxuueckue usMeHeHus: otmeuarorcss y 10% OOJBHBIX; paccTPONCTBA JHUYHOCTU
(mepemanpl HACTPOEHHUs, MpOOJIEMbl B IMIKOJE MM Ha paboTe, HMMITYyJIbCUBHOE IIOBEIEHHE),
addeKTUBHBIE PaCCTPONCTBA, ICHXO3bI.

4. V3meHeHuss B Jpyrux OpraHax M cHcCTeMax: rja3Hble u3MeHeHus (koiwio Kaiizepa-
@neiiiepa [OTIKEHUSI MEIU — BUIHO NPU UCCIIECAOBAHMM IPU IOMOULIM ILEIEBOM JIaMIIbl, Kak
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30JIOTUCTO-KOpUYHEBass MUTMEHTAlusi JuMOa pOroBUIlbI|, KaTapakTa), FeMOJUTHYECKAs aHEeMHUs
(npumepHo y 15% nauueHToB), MOpa)K€HUE MOYEK, KapAUOMHUONATHUS, aPUTMUS, OCTEOMAIIALIUS,
OCTEOIOPO3, apTPHUT, MAHKPEATHUT (BOCHAJIEHUE IOJKEIYAOYHOU XKeJye3bl), 3aJepiKKa IO0JOBOIo
pa3BuTHSs, Oecnioane, aMeHopesi, THIIOTUPEO03 UJIM TUIIONAapaTUPEO3.

3amnof03pUTh PAHHIO CTAguI0 OOJIE3HW MOXHO Ha OCHOBAaHUHU CJEIYIOUIMX MPHU3HAKOB:
MopakeHHe MeyeHu (KeNTyxa, MOBTOPHBIX KPOBOTEUEHHUI M3 HOCa, KPOBOTOUMBOCTHU JECEH MO0
MHO)XECTBEHHBIX KPOBOITOJITEKOB, COCYAMCTHIX "3BE3/104EK" HA KOXKE TPYAU M CIUHBI), TOPAXKEHUE
HEPBHOU CUCTEMBI (JIBUTATENIbHbIE PACCTPOICTBA, CHI)KEHHE UHTEIJIEKTa U U3MEHEHHS IICUXUKHU B
BHJIE TIEPENajOoB HACTPOCHMs, TPYAHOCTH YCBOEHUS HOBOIO Martepuaiia, MpoOJIeMbl C
yCIIEBAEMOCTBIO B IIKOJIE).

Kak HacnenyeTtcsa 6one3Hb BunbcoHa?

bone3snr BuibcoHa HaciemayroTcss IO ayTOCOMHO-PELECCHBHOMY TUIY. JTO 3HA4YUT, UTO
00J1e3Hb MPOSIBJIAETCS TOJILKO B TOM Cllydyae, eciid 00a poJUTeNs SIBJIAIOTCS HOCUTEIIMU OOJIE€3HH U,
XOTsI caMHM OHM He OOJIeIOT, IIepefaloT peOeHKY /1Ba MOPaKEHHBIX I'eHa. boIbIIMHCTBO ceMell, rae
€CTb peOCHOK C 3TUM 3a00JIEBaHHEM, HE CTAJKMBAJINCh paHblle ¢ MOAOOHOW mpobnemoi. Puck
IIOBTOPHOI'O pOXKJIeHHsI 00JIbHOrO peOeHKa B CEMbE, IJI€ YK€ ecTh O0IbHbIE AETH, cocTaBisAeT 25%
Ha Kaxayro OepemeHHOCThb. [laToreHHsle BapuaHTbl B reHe ATP7B sBistoTcs NpuUYMHON 3TOro
3a0o0eBaHusl.

bpatest u cectpbl 00sbHOrO pedeHKa, MOTYT ObITh OOJNBHBIMH, AK€ €CIM Y HUX Ha MOMEHT
JMAarHOCTUKHA YJIEHOB CEMbH HE OBUIO CUMNITOMOB. B naHHOM ciiydae HEOOXOIMMO MPOBECTU
JMarHOCTUKY, YTOObI KaK MOKHO paHbllle HAa4aTh TEPaNnuio U U30exaTh OociIokHEHHH. Takkxe oHU
MOTYT OBbITh HOCUTEJSIMH, KaK UX poauTenu. YTo Kacaercs APYTUX WIEHOB CEMbH, TO UM Ba)KHO
COOOIIUTH, YTO OHU MOT'YT OBITh HOCHUTENSMHU. DTO 3HAUUT, UTO M y HUX €CTh PUCK POXKJEHHS
pebeHka ¢ maHHBIM 3a0oneBaHueM. YeMm paHblIe HayaTh JiedeHHe (B Hjaeale — ele Ha
JOCUMIITOMHOM CTajinu MO0 Ha JOHEBPOJOTMYECKOM 3Tale, TO eCTh IO MOSBICHHUS NMPHU3HAKOB
MOpakeHHSI TOJIOBHOT'O MO3ra), TeM Jyuiie S dekr.

Bce cembu c Oonesnbto BunbcoHa DOMKHBI 00s13aTENbHO MPONTH MEIUKO-TE€HETHYECKOoe
KOHCYJIbTUPOBAaHUE U MOJIYYUTHh MOJHYI0 MHGOpPMAIMIO OT Bpaya-T€HETHKa O PUCKE MOBTOPHOTO
MIPOSIBJICHUS JJaHHOTO 3a00J1eBaHMs B ceMbe, 00CYAUThH CO CIEUAINCTOM BCE BOIPOCHI, CBSI3aHHBIE
c HacienoBaHueM 3a0oineBaHus. B Poccum Menuko-reHeTMueckHe KOHCYNbTAllMM paboTaloT B
Ka)KJIOM PETHOHE.

C menpro MpOBEACHUS NMPEHATAIHHONH M MPEUMIUIAHTAIIMOHHON TUArHOCTUKU CYIPYKECKOH
nape NnpeaBapuTebHO HEOOXOAMMO MPOHTH o0cieqoBaHHE HAa HOCUTENIBCTBO MYyTallMil B TeHe
ATP7B, o0paTUBLINCh B CHELMAIU3UPOBAHHBIE JUATHOCTHUYECKHE JJAOOpAaTOPUM M MEIULIMHCKUE
neHTpbl. IlpeHaTanbHas JMArHOCTUKA IPOBOAMUTCS MOJEKYJSIPHO-TEHETUYECKUMU METOAAMH,
nyreM uccienoBanus JIHK, BblmeneHHoi M3 Ouonrata BOPCHH XOpHUOHAa M (MJIM) KIIETOK
AMHUOTHYECKOM KUIKOCTH U (UJIN) TITIOJHON KPOBH.

Kak yctaHaBnunBaeTca anarHo3 BunbcoHa?

Ha ocHOBaHMM KJIMHMYECKHUX MPU3HAKOB Bpay MOXKET 3aloJ03pUTh 3a0osieBaHUE, Jajee
MPOBOAATCS sl 1a0OpaTOPHBIX M HHCTPYMEHTAJIBHBIX METOJOB HCCIEI0BaHUS, KOTOpbIE
MIO3BOJIAIOT TOATBEPAUTH JUATHO3.

1. AHanu3 KpOBH: MOBBINIEHHAS AKTUBHOCTh aMUHOTpaHc(epa3 B CHIBOPOTKE KPOBH (TIOYTH Y

BCEX MNALMEHTOB, CHayajla OECCUMIITOMHAs), CHUKEHHAs KOHI[EHTpalus LepyJolia3sMiuHa B
CBIBOPOTKE KpOBH (y OOJBIIMHCTBA MAlMeHTOB <20 MT/1J), CHIKEHa KOHI[EHTpalus o0meil Mmenu B
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CBIBOPOTKE KpOBH (00bIUHO <1 Mr/1).

2. Ananmu3 mouu: npumepHo y 80% maiueHToB CyTOUHOE BbleNIeHHE Meau ¢ Moyoi >100 MKr
(>1,6 MxMOJIB).

3. Buszyammsupyromue uccieaoanus: npu Y3U, KT u MPT — B 3aBucuMoctd OT cTaauu
00JIe3HN — yBEJIMYEHUE MEUCHH WM MPHU3HAKK MOPTAIBbHON THNEPTEH3UHU (CIJIEHOMETralusl); Ha
MPT u KT ronoBHOro Mo3ra — u3BMeHEHHs B 00J1acTH 0a3aIbHBIX Sep TOJIOBHOTO MO3Tra M CTBOJIA Y
MalMEeHTOB C HEBPOJOTHYECKUMH CUMIITOMAMH.

4. I'enetnyeckue uccienaoBanus: uccienoanue rena ATP7B. Kak npaBuio, mepBbie TECThI
MPOBOJAT HAa HauWOoJiee YacThle IMATOrCHHBbIE BapHaHTHI, a 3aTeM — MPH HEOOXOAMMOCTH —
AHAJIM3UPYIOT BECh I'€H C MPUMEHEHUEM METO10B CEKBEHUPOBAHUS.

Kak neyaT nauneHTOB Cc bone3Hbo BunbcoHa?

Bo-niepBeIX, 3TO cTporoe cobsojaeHue "meuyeHouyHOW" auersl (cTon Sa), mpenrosararouiei
HCKITIOYEHHUE OOraThlXx MeIbl0 MPOAYKTOB (IIOKONad, Kode, opexu, 6000BbIC, MOJIIIOCKH U JIp.).
HeoOxonumo n3berats ynorpeOaeHus aakoros.

OpHako OCHOBHOE JIEUEHHE — IIOCTOSIHHBIM IpUEM IpenaparoB, BBIBOASIIMX MeEIb U3
opranun3ma. [JaBHBIM M3 HUX SBIISIETCS MEHULWUIAaMUH. Tepamuio Henb3s MpekpamaTth 0e3
YBa)KUTEJIBHBIX IPUUKH, TaK K€ B IEPHOJ] OEPEeMEHHOCTH.

OTu npenapaThl Ha3HAYAKOTCA MO CHELHAIbHONW CXEME C MOCTENEHHBIM YBEIUYEHUEM J103bl.
[Ipy AIUTENBHOM MHOTOJIETHEM IpUEME IMEHUIWIJIAMUHA Yy HEKOTOPBIX IallMEHTOB BO3HUKAIOT
10OOYHBIE SBJICHUS B BUJE JE€PMATUTOB, AaHEMUH U MHBIX OCIOKHEHUU. [ToaTomy OblT mpeaioxeH
albTEPHATUBHBIA METOJ| JICYCHMs] COJSIMH IIMHKA (okcua, cyibdat u ap.). KomOuHupoBaHHOE
JiedyeHUe TMEeHUIMIUIAMUHOM U TpenapaTtaMy [MHKa JaeT BO3MOXKHOCTh CHU3UTH J03y U HU30ekaTh
MOOOYHBIX SBJIIEHUH. Y MAIMEHTOB Ha JOCHMITOMHOM CTaguu JOCTATOYHO JI€UYEHHUS TOJIBKO
npernapaTaMmy HHUHKa.

B Tsaxenbix cinydasx 00J€3HH, HE MONJAIOIINXCS KOHCEPBATUBHOMY JIEUEHHIO, IPUMEHSIETCS
TpaHCIUIAHTALMSl TEeYeHW. TpaHCILUIaHTalMsd T[EYEHW T[OKa3aHa TMpU OCTPOM TMEYEHOUYHOMN
HeznocTaTogHOCTH. [Ipu ynauHoMm ucxoze onepanuu NaleHT He HYKJaeTcsl B JajibHeHIeM puemMe
MpernaparToB.

TakuMm o0pa3oMm, IpU NPaBWIBHOM TEpaluu TeNaTOJIEHTUKYIAPHOW JereHepanuu —
TSDKEJIEUIIEero HaclIeICTBEHHOr 0 3a00JIieBaHusl TOJIOBHOTO MO3Ta M BHYTpPeHHUX opraHoB — B 80%
CllyyaeB BO3MOXHO KIMHUYECKOE BBI3JIOPOBJICHHUE JHOO BBIPAXKEHHOE YIYULIEHHE COCTOSHUS
OOJIbHBIX MPH YCIOBUU CBOEBPEMEHHOM MAaKCUMAJIbHO PaHHEH TUArHOCTHKHU.

Kakon Hy>XHO NnpoBOAUTb MOHUTOPUHT?

[Tocne Hauana nedeHus, cHayana pa3 B 1-2 mec., 3areM 1-2 pa3a/ron, HyXHbI peryispHble
KOHTPOJIbHBIE 00CIIEIOBAaHUS: HEBPOJOIMYECKUIT OCMOTp, OO aHAJIN3 KPOBU C JICHKOL MTAPHOMN
(bopmyioil, nmokazatenau (QpyHKUMHM NEUYEHU U MOYEK, KOHLIEHTPALUU MEIU B CHIBOPOTKE KPOBH U
CYTOYHOMN IKCKPELMU MEAU C MOYOH.

Kak naumeHTbl nony4aroT nevyeHue B Poccumckon depgepaummn?

bonesns BuiibcoHa OTHOCUTCS K YMCITY PEIKUX HACICICTBEHHBIX 00JIe3HEH 0OMEHa BelleCTB
1 BXOAMUT B TIepeueHb penkux (opdaHHBIX) 3a00JICBaHUH, JIEUEHHUE KOTOPBIX MPOBOJAMTCS 3a CYET
CPeACTB peruoHampbHOro Ormkera. Ilocme ycTaHOBIEHHsS OuMar€Ho3a HEOOXOAMMO BKIFOYCHHE
MalMeHTa B PETHOHANBHBIH CETMEHT PErucTpa IO JKU3HEYTPOXKAIOIMIMM pPeakuM (opdaHHBIM)
3a00JICBaHUSIM C ILENbI0 JalbHEHIero oOecrmeueHus HEOOXOOUMBIM JICUEOHBIM IHMTAaHHEM U
JIEKapCTBEHHBIMH TIpenapataMu. B pa3HbIX permoHax 3a BEIEHHE PErucTpa OTBEYANOT pa3HbIe

43 n3 46


http://disuria.ru/
https://аптека-омск.рф/

Knunuyeckne pekomeHgauum — HapyweHuns obmeHa meam (6onesHb BunbcoHa) — 2021-2022-2023 (30.12.2021) — YTBEpXAEHbI

MwuHsgpasom P&

CHEUMAJIMCTBI, HO Yallle BCEr0 3TO BPAYM-TEHETHKH, IIOITOMY IIOCIE YCTaHOBJICHMS IHArHo3a
00s13aTeIbHO HYKHO 00PAaTUTHCS K PETUOHATLHOMY Bpauy-TeHETHKY .

Kak moryT nomoraTtb pogHble un 6nuskune?

He 3a0piBaiiTe — OT ceMbH TOXK€ 3aBUCHT ycrex JedeHus. HyxHo coboaTh peKoMeHaluu,
HU TpU KAaKWX YCIOBHUSX HE JOMYyCKaTh 'CpbIBOB" B Tepamuu, CIEAYyeT YICIITh BHUMaHUE
peabuiMTallid ¥ IUIAHOBBIM oOcienoBaHUsM. Bce diieHbl ceMbU JOJDKHBI 3HaTh, YTO MAlMEHT
HY)KJAeTCsl B 0COOOM NUTAaHUU U PETYJIIPHOM IIPHEME MTPENAPATOB.

[Ipunoxenue I'l1-I'N

IIxaJbl OLleHKH, BONPOCHUKH M IPyTrHe OlleHOYHbIe HHCTPYMEHTHI COCTOSIHUSI
NAlMEHTA, NPUBEIeHHbIE B KIIMHUYECKUX PEKOMEeHTau X

[Tpunoxenue I'l

JInmarnocTuyeckasi oneHoYHas mkaJja 0oJe3nn Buibcona

Leipzig, 2001 [3, 26]

Ha3panue Ha pycckoMm s3bike: JlmarHocTuyeckasl olleHOuHas Iikaja bose3nu BuibcoHa,

Jletinmur, 2001

OpurunHanpHOe HasBanue: Scoring system developed at the 8th International Meeting on

Wilson's disease, Leipzig 2001
Hcrounuk: [26]
Tu: mKkana oneHKU

Haznauenue: ycranoBieHnue guarnosa bosnesns Bunbcona

Conepxanue:
I. Tummmuneie n1st bB bamiel II. Ipyrue nuarHocTHYECKUE banner
KIIMHUYECKUE CUMITTOMBI U HCCIIeIOBAHUS
IPU3HAKU
1 .Kosbua Kaiizepa- 5. KonmuecTBeHHoe
Queliepa ) orpeneseHne Meu B OnonTarax
- IPUCYTCTBYIOT neyeHu (Mpu yCIOBUH
OTCYTCTBHUSI XOJIECTa3a)
- OTCYTCTBYIOT ->250 MKr/T (4 MKMOJIB/T) 2
0 - 50-250 mxr/r (0,8-4 mxMmous/T) |1
-1
- B HopMe (Hmke 50 MKI/T) 1

- PonaMuH — npucyTCTBYIOT
MIO3UTUBHBIE T€NATOLUTHI (IIPH
HEBO3MOYKHOCTH
KOJIMYECTBEHHOI'O OIPEIECICHUS
MeE/IM B MT€YECHHU)
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2. I[Ipu3HaKky nopaxxeHus

[MHC u/vun u3mMeHeHus Ha
MPT

6. DKCKpeuust Meau ¢ MO40i
(TIpu OTCYTCTBHH OCTPOTO
renaTura)

- 6osee 2 HopMm MJIU B HOpMeE,
- BHIDAXKCHHEIE ) HO yBenu4eHue 0oJiee 5 HOpM 2

pu npode ¢ NeHNIUIIAMUHOM
- YMEpPEHHbIE 1 - 1-2 HopMBI 1
- OTCYTCTBYET 0 - B HOpME

0
3. LlepynonnazMux 7. MoeKyJIApHO-T€HETUYECKUI
CBIBOPOTKU KPOBH aHau3
5 Hopme >0,2 /1 (>20 - TOMO3UT0Ta, KOMITayH/ -
0 reTepo3nuroTa

MT/J171)

- TETepO3UTOTa
-0,1-0,2 r/m (10-20 mr/mm) |1 - MyTanuii He 0OHAPYKEHO
- <0,1 r/n (<10 mr/mn) 2
4. KymOc-HeratuBHas
reMOJIUTUYECKAST AaHEMHUSI
- IPUCYTCTBYET 1
- OTCYTCTBYET 0

Kitou (uHTEpripeTanus):

CyMMapHBbIe Oalbl:

4 n 6onee: nuarno3 bonesns BuiabcoHa ycTaHoBIIEH;
3: mmarno3 bone3ns BuibcoHa BeposiTeH, HO Tpedyercs nanbHelInee OOCIeIOBaHHE

namuenTa;

2 n MeHee: nuarno3 bone3nr Buiabscona coMHUTEIIEH.

IIpornocTuyeckuii uHAEKC 00J1e3HN Buiabcona

(B Momudukanmu Dhawan et al.) [51, 90]
HasBanue Ha pycckom s3bike: [Iporunoctruueckuit maaexc 6onesnn Bunbcona

Opurunanbaoe HazBanue: New Wilson Index for Predicting Mortality

Uctounuk: [51, 90]
Tun: nikanza OneHKH

ITpuinoxenue 172

Haznauenwme: OIICHKa BCPOATHOCTH JICTAJIBHOI'O HCXOda oe3 TpaHCIUIaHTAlIWuW IICUCHU IIPpH

Oose3nu Buinscona.

Conepxxanue:
[Toka3zaTenp 1 6amn 2 Gamna 3 bayta 4 Gamna
bunpyOun (MKMOIIB/ 1) 100-150 151-200 201-300 >300
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ACT (En/m) 100-150 151-300 301-400 >400
MHO 1.3-1.6 1.7-1.9 2.0-2.4 >2.4
Jletixorutsl (10°) 6.8-8.3 8.4-10.3 10.4-15.3 >15.3
ANbOyMUH /7 34-44 25-33 21-24 <21

Kitou (mHTEpniperanus):

CymMmapHas olleHKa = 11 6ajioB cBf3aHa ¢ BHICOKOIM BEPOSTHOCTBIO JIETANLHOrO HCXoa 6e3

TPAHCIUIAHTAOIUHW IICUCHU.

Hogble, n3nanneie B 2020-2022 rr. u opunnanbHo yTBepkAEHHbIE MuH3apaBom PO,
KJIMHUYECKHE PEeKOMEHIAINH (PYKOBOACTBA, IPOTOKOJIBI JIEUEHNUs) — Ha HAIIeM CaiTe.

WNHTtepHer-ceplIKa:

http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii protokoly lechenija/54.

Ecnu rae-To KkeM-To 1aHHBIM TOKYMEHT ObLJI paHee pacreuartaH, JaHHoe n3oopaxenne QR-koma
MIOMOXET BaM OBICTPO MEPEHTH MO CChUIKE ¢ OyMa)kKHOW KOMHUU — B HEM HAXOJHUTCS 3TA CCHUIKA.
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