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1. Kparkas undopmanus

1.1 Onpenesnenne

Bouesns Buibcona — KonosasioBa (CHHOHHMBI IeNATO/IEHTHKY ISIPHAS IereHepamusi,
renarouepebpanbHas aueTpodms) — TOKENOE  NPOTPECCHPYIONNEE  HACIEACTBEHHOE
3aboJieBaHKe, NEPEIAIOmEecs MO ayTOCOMHO-PELECCHBHOMY THITY, B OCHOBE KOTOPOTO JIEKHT
HapYIIEHHE DKCKPEIUH MEIH M3 OpraHu3Mma, NMpUBOIAIIEe K H3OBITOUHOMY HAKOILIEHHIO 9TOTO
MHKpPOJIIEMEHTA B TKAaHSX W COYETAHHOMY NMOPAKEHMIO MAPEHXHMATO3HBIX OPraHoB (Mpekie
BCErO MEYCHH) ¥ FOJIOBHOIO MO3ra (TIPeHMYIIECTBEHHO MOAKOPKOBEIX siztep) [2]. CBoe Ha3panue
OoJIe3Hb MOy YHIIa IO HMEHH aHTIIHHCKOTO HeBponora Camioenst Buiibcona, koTopsrii B 1912 roxy
omyGmmKoBan paboTy, rie JMad ONHCAHHe KIMHHYECKOH M MaTONOT0aHATOMHYECKOH KapTHHBI
HOBOTO 3a00JI€BaHMsl, XapaKTEePH30BABIIECTOCS COYCTAHHBIM TOPAKEHHEM TICYCHH H MO3ra,
Ha4aJoM B MOJIOJIOM BO3pacTe C JAIMBHEHIIMM IPOrPeCCHPOBAHHEM PHTHIHOCTH, MHUCHAriH,
TU3aPTPHH, THIICPKHHE30B (PHTMHYHBIX M APHTMHYHBIX), TICHXHYECKHX pacCTPONCTB IpH
OTCYTCTBMH NPH3HAKOB MOPAXEHHs NHPaMUIHBIX TyTed. Mopdonoruyecku onpenensmuce
JBYCTOPOHHHE H3MEHEHHs YeUeBHIIE0OPa3HBIX S/IEp, a B IIEUEHH BO BCEX CITydasX — IHPPO3.

Kommenrapuii: B amom oce 200y Hall 06vedunun npozpeccupyiouyio AeHmukyiapHyio
Oezenepayuio Bunvcona u ncesdocknepos Becmpans-Llmpromnens 6 oowo 3aboneéanue —
2enamoneHmuKyIapHyro oezenepayuio. B Poccuu yuenue o 2enamoieHmuxyispHol 0ezeHepayuu
C6A3AHO 6 Nepeylo o4epedb ¢ UMEHeM 00H020 U3 KPYNHEUWUX OMme4yecmBeHHbIX HeGPON0208
Huxonaa Bacunvesuya Konosanosa u e2o wkonvt. CKpynyliesHoe MHO201emHee uzyyerue KIUHUKU
u Mopghonozuu smozo 3aboneéanus oanu eo3modicnocms H.B. Konosanogy cozdame nodpoomnyio
opucuHanlbHylo  Kiaccupuxayuio 6Gonesnu (1948, 1960), a maxoce nokazamv, umo
namono2uYecKue USMEHeHUs 8 MO32€ He 0ZPAHUNUBAIOMCA YeyeeuyeodpasHbIMu A0pamu, a HOCAM
Ouppysnuiii xapaxmep. B ceasu ¢ smum H.B. Konosanos cuuman, umo 6onee mouHo xapakmep
npoyecca ompaszuno Ovl HOBOe HazeaHue 6onesnu: 2enamoyepebpanvHas oucmpogus. Smo
Haszeanue 6 0bbluHO ynompebnsemcs 6 Haweli cmpane 015 0603HayeHus: 3a601e8aHUs, KOMoOpoe 6
oanvreuwem noayyulo naumernosanue 6onesns Burbcona-Konoeanosa. OOHaxo 30ece Mul NO-
NPEJICHEMY UCNONIb3YeM MEPMUH “2enamoleHmuKyIapHas Oezenepayus’’, NPUHAMbBLI 60 6CeM
Mupe.

Ilepevie kKiunuveckue CUMRMOMbL 3a00NEB8AHUA YaAUfE BCE20 NPOABIAIOMCS 8 803PACME OM
5 0o 45 nem. Oomnaxo onucano paszeumue 3aboneeanus y pebewka 2,5 nem, a makoice
OuazHocmuposana Heaporozudeckas gopma y boavnozo cmapwe 60 nem. Haubonee pannue
KIUHUYECKUE NPOAGIEHU 3a00Ne6anus ¥y UHOUBUOOE ¢ NAMOIOSUYECKUMU MYMAyusimu Mo2ym
Ovimb uHOYYUPOBaNHbLL 6030eticmeuem HebAazoNPUAMHBIX (PaKMoOpoeE 6HewHell cpedbl, MAKUX KaKk

uH@exyuu (MpeuMyweCmeeHHo 2enamomponnble), YepenHo-M03208as MpPAeMd, MOKCUYECKUe




6030€licmeus, 6 MOM 4UCLe aHMPONOMEXHOZeHHON RPUPodsl Wil npu  NPONCUBAHUU 6
MECMHOCMAX, C NOBLIUEHHBIM COOEPICaHUEM MeOU 6 OKpydicaloweli cpede.. 3abonesanue Hocum

Npo2peccupyoujuli XapaKmep, CORPOBOACOAENCA CHUNCEHUEM KAYECTBA U NPOOONICUMENLHOCTU

HCUSHU.

1.2 Dnunemuonorus

Bonesns Buiscona — KownoBanmosa (BBK) oTHocHTCs K pemkum  3a60/eBaHMSM.
PacnipoctpanénrocTs ee mo nanbM Orphanet cocrasmsier 1-9 ciyuaes na 100000 Hacenenus (B
cpenneM 1 Ha 25000), exxeroHasi 4acTOTa BRISIBIIEHHS! HOBBIX cirydaes — oT 1 Ha 30000 o 1 Ha
100000 maceneHus. PacnpocTpaHEeHHOCTH BBINIE CPEIH HAPOIAHOCTEH, TJE PacIpoCTpaHEH
OmuskopozacTeennbiii Opak [1;3]. bBoneior BBK B paBHOl cTeneHH Kak MyXYHHEBL, TaKk W
KEHIMHBL. 3abojieBaHWE OTMEYaeTcsi B TeX CeMbaX, rae oba pomHTens SBISIOTCS
reTePO3UTOTHBIMH HOCHTEISAMH MYTAHTHOTO T€HA, HO KIMHHYECKH 370pOBLIMH JHIaMH Oe3
aHATOTHYHOTO 3ab0s1eBaHus B cBOeii poocioBHOM. 3abonesaior BBK To/1bKO rOMO3HIOTHEIE HITH
KOMIAyHA-TeTepO3HIOTHEIE HOcHTenH wmyrtammit rena ATP7B. HMwmerorcs jaHHBIE 0
koukopmauTHocTH 1o BBK y omHosiiiessix 6mu3nenos. Cpexnuii BozpacT nebrora 3aboneBaHus
11-25 nmer. C BO3pacTOM HacToTa BCTPEYaEMOCTH ITOH NAToNOrHM cHWkaerca. Hocurenem
ne(beKTHOrO reHa 1o OPHeHTHPOBOYHBIM OIIEHKaM siBisieTest Kaxablit 90 — 100-51it genosek (1%).
Berpeuaemocts BBK B P® maxomutes B npegenax 0,3-1,8 ciyuaes Ha 100000 macesnenus. bes
nedyenus BBK npuBOIUT K neransHOMY HcXony (mpuMmepHO B Bospacte 30 jer) B pe3ynmbrare

NeYSHOUHOI, MMoYeuHOoil HEIOCTATOYHOCTH, @ TAK)KE FeMOpparHyeckuX OCIOKHEHHH [5].

1.3. DTHo0THS ¥ ATOreHe3.

ITpuunnoii Bo3HukHOBeHHss BBK smstorcs wmyrammm resa ATP7B, kotopsii
nokam3oBan Ha 13 xpomocome B jokyce 13q14.3 u komupyer mMeapTpancnoprapyiomyo AT®-
asy P-tuna — ATP7B. K Hactosmiemy BpemeHH uaeHTHuIMpoBaHO Gosnee 600 pasinyHbIX
mytanmii. Jlns 380 u3 HEX J0Ka3aHa pojh B maTtoreHese 3aboneBanus. Haie BCEro BCTPEHAKOTCS
MHCCEHC MyTaliH. Takxe HMEIOT MECTO JeNIEHH, HHCePIUH, HOHCEHE, (ppeAMImudT MyTauuu u
MyTanuii caiitos crutaiicunra. HanGosee yactot Mytanmeii, mpuBo el K BosHHKHOBeHHIO BBK
B €BPONECHCKHMX TIOITYIISIMSX, SBIAETCS ToukoBas MyTanus ¢.3207C>A B sk30He 14, mpuBo/sias
K 3aMeHe AaMHHOKHMCIOTHI THCTHIMHA B mojoxeHHH 1069 Ha TIyTAMHHOBYIO KHCIIOTY
(His1069GlIn) [3]. Jdonst myrtamum ¢.3207C>A B poccuiickoif BEIOOpke OONBHBIX 10 JIAHHBIM
nadoparopun JIHKnuarmoctuku MI'HI[ PAMH cocrasaser 31%. Kinaudeckne CHMIITOMBI

3abonepanus Hanboee BbIpa’KCHBI Y ITAIMACHTOB-ITOMO3HIOT, HMEHOLIHX 2 WJIEHTHYHBIE MYTallHH.




Onnako HanGobluee YHCIIO NAITHEHTOB SIBJISIOTCA KOMIIaYH/IN€TepPO3UTOTAMH, T.€. HMEIOT
Pa3THIHBIC MYTAllWH B TOMOJIOTMYHBIX XPOMOCOMAX, KaXK7as W3 KOTODHIX YHAC/IEIOBaHA OT
OJHOTO W3 poauTeneH. MHIMBUAYYMBI, 8 MMEIONIHE ONHY MYyTalMIO, KaK MPABHIIO, HE HMEIOT
KIHHAYECKHX CHMIITOMOB 3a00/1€BaHHs, HO MOT'YT NepeIaTh €€ MOJIOBHHE CBOEro moToMcTea. Tak
xak BBK Hacmenyercs mo ayTocoMHO-pelieccHBHOMY THITY, BEpOSTHOCTh POYXICHHS GOJNBHOTO
pebenka y poxutenei-rerepo3uror cocrasiser 25%.

OcHOBHBIMH (hepMeHTaMH, 00eCTIeUHBAIOIIMMH TPAHCIIOPT MEIM B OPTaHM3Me, SBISOTCS
AT®-aza 7A u AT®-aza 7B. MPHK AT®-a3s1 7A o6HapykeHa B YHTEPOIMTAX M COCYIHCTOM
CIUICTEHHH TOJIOBHOI'O MO3ra. DTOT (EpMEHT y4JacTBYeT B Ipolleccax BCACHIBAHHS MEIH B
KHIICYHHUKE H IPOHMKHOBEHUH €€ B r0J0BHOM M03r. Henocratok AT®d-a3a 7A Bei3biBaeT 60J1€3Hb
Menkeca. MPHK AT®-a3e1 7B oOHapy»keHa B TenaTonMTax B KAHLIIpax Mo3ra. ITOT (epMeHT
Y4Y4CTBYET B BBIBEICHHH MEIU OpraHu3Ma (M3 KPOBH B JKENIYb) M M3 IOJIOBHOTO MO3ra B KPOBb.
HMeHHO ero HelocTaToK BhI3bIBaeT Gose3ns Buiibcona-KonoBanopa. AT®-aza 7B umeer 6 MeIb-
CBSI3BIBAIONIMX MOTHBOB. OHA OCYIIECTBISET TPAHCIIOPT HOHOB MEJH W3 KJIETKH 3a CUET YJHEPIHH
pacmemnienuss AT®, a Ttakke ydactByer B o00pa3oBaHMM W3 ano-LepyIoILUIa3MHHA
GYHKIMOHATEHO AKTHBHOTO LIEPYJIOIIIA3MHHA, KOTOPEIH 3aTEM BBIIEISIETCS B KPOBb. OTCYTCTBHE
AT®-a3b1 7B Hapymaer BblI€ICHHE MEIH U3 TOJIOBHOTO MO3I'd B KPOBb, H3 KPOBH B JKEITYb M Jlajiee
C KaJIoM M3 opranu3ma [5]. BexymyuMm 3BeHOM TTaTOTeHe3a ABISETCS XPOHHYECKas HHTOKCHKAITHS
Meapio. Mejib HakalUIMBaeTcsi B IICUEHM, Celie3¢HKe, MOYKaX, TOJIOBHOM MO3re, POrOBHILE,
XpyCTallMKe Ijia3a W Jpyrux opraHax. HakoruieHne Menum B I€YeHHW TPHBOIUT K HEKPO3Y
TenaTolUTOB, BOCHAICHHKD, (GUOpO3y, Npoaudepaldy KEIYHBIX IIPOTOKOB M LHpPPO3y, B
roJIOBHOM MO3re — K HEKpO3y HeHpoHOB ¢ oOGpa3oBanueM nosoctell (kuct). M3sMenenns apyrux
OpTaHOB M TKaHEell, KaK IPaBHJIO, He3HAUHTEIBHBI [7].

MaccHBHEIH BEIOPOC MEIH W3 FeNaTOIHTOB B KPOBB IIPH HX Pa3pyLICHHH 101 BO3ICHCTBHE
Kakoi-mu00 BHelHEH NpuanHb! (MH(pEKIHs, HHTOKCHKAIIHA, ATPOTEHHAs PEaKIHs Ha THOJIOBbIC
XeNaThl M JP.) MOXKET IPHBECTH K MHOTOKPAaTHOMY TOBBIIIEHHIO €€ KOHIEHTPAlMH B IUIa3Mme
KPOBH, ¥ K MeIb-HHAYIIMPOBAaHHOMY (Ha (h)OHE MHIIONEPYTOILIa3MHHEMHH ) MACCHBHOMY TeMOITH3Y

H Jajie€ K CI)YJII:MHHB.HTHOI‘;I TIEYEHOYHOH HECOCTOSTENBHOCTH.

1.4 Koguposaunune no MKb-10:
E83.0

1.5 Knaccnpukanus
Kimauueckas KapTHHA TenaToNeHTHKYISSPHOH JereHepallui XapakTepH3yeTcs GOoIbInm

MOTUMOP(PHU3MOM B OTHOINEHHH KaK HEBPOJIOTHUECKHX, TAK H COMATHYECKUX MPOSBICHHH. ITOT
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MOTMMOPGH3M OTPAKEH B PA3THUHBIX KITACCH(DHUKALMSIX 3a60ICBAHHS (Deiss et al., 1971; Cox et
al., 1972). B Haweii ctpane Hambosee pacnpocTpaHeHa kinaccuuxaums H, B. Korosanosa
(1960). B HMM neBponorun PAMH H. B. KoHoBalOBEIM | ero MOCTIE/I0BaTeNIIMH B TEYEHHE
MHOTHX JieT u3y4eHo 6osee 500 Gomprbix ¢ BBK [8].

OTOT GOJBIIOH ONMBIT AT BO3MOKHOCTH BBIJACTHTH HanOOjee THIHYHbIE CHMIITOMBI,
XapakTepHbIE U KAXKIO0H POPMBI, pa3HbIE THITHI TEUEHHUS 3a00IIEBAHHS, A TAKIKE BHITBHTD paHHHE
[IpH3HAKH, KOTOPBIC JalOT BO3MOXKHOCTH 3amolo3puTe BBK eme x0 passutus THnM4HOl
KJIMHAYECKOH KapTHHBI 6OIE3HH.

I[To Tunam TeueHus:

1.Octpoe Teuenue.

2. XpoHHYECKOE TEUEHHE.

3.JlateHTHOE TedeHHe.

4. PemutHupyromoe Te4cHUE.

5.3nokauecTBeHHOE TEYEHHE.

ITo popmam:

l.AbnomunansHas Gopma.

2.@yneMHHAHTHAS (opMa.

Kommenrtapmii: Ocroenvivu ghopmamu BBK aeaaiomen aboomunanvias u yepebpanbHas.
AboomunanvrHas hopma modicem npoaGIAMbCA 2enamonamuetl, 6UIbCOHOBCKUM 2enamumom u
YUppo3oM  neueHu, PYIbMUHAGHMHOU Ne4EéHOYHOU Hecocmosmenshocmblo. Bapuanmamu
yepebpanbHOU  (opMbl  AGIAIOMCA.  PUSUOHOAPUMMO-2UNEPKUHEMUYECKas, —OpodcamenbHo-
pucuOHas, OpoNCAMENbHAs U IKCMPANUPAMUOHO-KOpKOBAs. YV HeKomopelx nayueHmos
3aboneéanue Manughecmupyem 2emonumudeckoi anemuetl (¢ kpusamu u 6es), negpponamueii no
muny myoyisprozo Heghpuma.

Teuenne 3aboneBaHHsT MOXHO pa3JeiUTh Ha 2 CTaIHH: JIATEHTHYIO W CTaIHIO
KIMHHYECKHX TiposiBjiennii. [Ipu nareHTHOM cTajMi KIMHHYECKHE CHMIITOMBI OTCYTCTBYIOT H
npu3Haky 3a0oseBanusi (MPU3HAKH HAKOIUICHHSI MEIM B OpraHW3Me) BBISIBIISIFOTCSA TOJBKO IIPH
naboparopaoM obcnenoBanuu [9]. Ilpu 3ddexkTHBHOM ITEUECHHUH JOTOTHHUTEIBHO BBIACISIOT
CTaAHIO OTpHUaTenpHOro Oamanca Meau. B aToM cioydae B pe3ynbTare JOCTHXKEHHS H
JUTHTETBHOTO MTOIEPAKAHUS OTPHIATEIBRHOIO fanaHca Me/TH HaOII0JaeTCsl Perpece KITHHUIECKUX
1 mabopaTOPHEIX NMpOsBIIeHUIT 3a001eBaHNS.

ITo crammsim:

1.JlaTenTHas ctagus

2.Crajusi KIIMHUYECKUX [TPOSIBIICHAN




1.6 Kiimnnveckas kapTuHa

OCHOBHBIMH OpraHaMH-MHIICHIMH, KoTopeie nopaxatorcs npu bBK, seisiiorcs neuens,
TOJIOBHO# MO3T H NOYKH, 3a0071€BaHue, ABJIASACH MY IbTHCHCTEMHBIM, 3aTParuBacT MHOTHE OPraHbl
U CHCTEMBEI,

Hapyuienue BbIBeIcHHs MeIM W3 OpTraHH3Ma TIPHBOIAT K TOCTENEHHOMY €€ HAKOTUICHHIO
B OpraHax ¥ CHCTeMax B ONPEJIEIEHHOM 1M0CiIe10BaTeIbHOCTH. Melb epBOHaYabHO HAYHHAET
HAKaIUTHBATECA B IeueHH. [leu€Hounas ManuecTaus sBIseTcs Hanboliee YacTol H 0TMEYaeTcsl
y 40-50% Oonbubix. ITocme TOro Kak IeueHb HACHIIACTCS MEABIO, YTO B PsJI€ CIyYacs
IPOUCXOIMT OECCHMITTOMHO, Melb Tiepepaciipe/ieNsieTcsi CHCTEMHO, HAaKaIuIUBasiCh MPEHJIE BCETO
B [{HC, uro BeséT K HEHPOIICHXHYECKHM CHMITTOMAaM, KOTOPBIE Yallle BCETO Pa3BHBAIOTCS BO 2-M
u 3-m gecstunetHsx oku3Hd [10]. HeBpomormueckas u ncuxuueckas MaHH(ecTalMu
Habmoyatotes (coorsercTBeHHO) v 35 m 10% GomeHex. Y 15% GonbHBIX 3aboneBanune
TIPOABIISIETCS TEMATOJIOTHYECKHMH CHHIPOMAaMH, IIPesk/Ie BCEro reMOTUTHYeCKoH anemuel [16].
B porosuie HaxKoOIUICHHE MEH IIPOHCXOJHT TOC/IE HACBINEHHSA €0 MEYCHH MNPaKTHYECKH
OIHOBPEMEHHO C TIOSIBJICHHEM HelpoNnCcHXuuecKod cuMNTOMAaTHKH. J[pYyrHMH oOpraHaMH H
CHCTEMAMH, KOTOphIE TMopaxaioTcs npu bB B pesysbrare HaKOIUICHHS MEJH, ABISAIOTCH MOYKH,
KO3a, cep/Iie, KOCTHO-cycTaBHas 1 sHoKpuHHas cucteMbl, KKT.

IMopaxenns nevenu (AdgomuHabHan Gopma).

V naunueHToB ¢ 60T€3HBI0 BHIILCOHA MOMKET BCTpeHarhCs MO00E MOPAKEHHE TEUCHH.
«IleyeHounble» mposiBAcHHs MOryT Ha 10 et omepexaTh MOSBICHHE HEBPOJOTHYECKHX
CHMIITOMOB. BhIPaXeHHOCTB TIOPaXKeH!H MeYeHH MOKET BAPbHPOBATh OT ACHMITOMHOT'O TEYCHUS!
¢ HeGONBIIIME OHOXMMHYECKMMH OTKJIOHEHHSIMH JIO SIBHOTO IMPPO3a CO BCEMH BO3MOXKHBIMH

OCJIOKHEHHSIMH.
OcTpelii renaTHT (remaTonaTus).

IIpumepro y 25% manuentoB 3a00NeBaHHE HAYMHACTCS OCTPO C Pa3BUTHS KEITYXH,
ACTCHHYECKOTO CHHAPOMa, aHOpeKCHH. [Ipu OHOXMMHYECKOM HCCIICIOBAHUH OIPEACIAIOTCS
MONOKHUTE/IbHBIE TTEYEHOUHEBIE TECTHI. Y Ka3aHHBIC JITH30/bI CAMOCTOATEIBHO Pa3pelIaloTCs, H
HAaCTynaeT BPEMEHHOE KIHHWKO-OMOXHMHYecKoe ymydmenuwe. M3-3a  ocrporo Hadana
3a60JI€BAHMS. & TAKIKE CAMOCTOSITEIBHOTO PazpelieHusl UacTo mpejnoiaraeTes: HHpeKIHOHHAs
stuonorus 3abonepanms. Mccnemosanme Ha mnpeaMer BBK B OONBINHHCTBE CllydaeB He

npopoauTcs. Ilocie KIMHAYECKOTO “BBI3JIOPOBJICHHS — TMEYEHOYHBIE TECTBI OCTAOTCH




H3MCHCHHBIMH. an OMOTICMH TICUEHH OTMEYAIOTCA OTCK IeIaTOLUTOB, €IUHHUHBIE HEKpPO3BbI,

ymepeHHas mumponuTapHas nHUIbTpanus [12].
Xpouuuecknii renatut (Buiabconoseknii renatur).

XpoHHYeCKHH renaTuT mpezcTaBiseT coboit HaubGonee yactyro Manudectammo BBK y
MOJIPOCTKOB M MOJIOABIX MAIMEHTOB W XapaKTepH3yeTCss BCEMH KIWHHYECKHMH ¥
OMOXHMMYECKHMH NPH3HAKAMH TaHHOro 3aboleBaHus. Y MOJOBHHBEI GOJBHEIX ¢ XPOHHYECKHM
renatuToM, 00ycioBiIeHHBIM OomnesHbio Bunbcona-Konosanosa, onpenensiores komsna Kaitzepa-
@uefimepa [10]. Ilpu Ouomcum mnedyeHW BBIABISIOTCA: OalOHHAs AMCTPO(HS M HEKPO3BI
TeNaToIMTOB, BOCHATHTEIbHAS HHOWIbTpaA|s, (UOPO3 MOPTAIBHBIX TPAKTOB, TJIMKOrEHOBas
BaKyoJIM3allMs si/lep TeNaToOLMTOB, MEPUIOpTaTbHEIH crearo3. OcobeHHOCTBIO 3aboleBaHMHS
ABIIACTCS JUCCOLMAIMS MEXKIY YMEPEHHBIM IIOBBINICHHEM YPOBHS TPaHCAMHHA3 W HAIHYHEM
BBIPQKCHHBIX TeMaTOLE/UNOMIPHBIX HeKpo3oB. OTBeT 3Toi Tpynnbel OONBHBIX Ha Teparmio

xernatamMu 00braHO Xopommii [11].
DOy bMHHAHTHAS EYEHOYHAS HECOCTOATEILHOCTD.

OynpMUHAHTHAS NedéHoqHas HecocToaTeabHOCTh (PITH) min «BHIBCOHOBCKHH KpH3»
Tpe/icTaBIseT cob0M peaKyIO H OJTHOBPEMEHHO Hanbosee HEOIaronpHsATHYIO B IIPOIHOCTHYECKOM
mnase Manudecramo BBK. JleTaisHOCTh IPH 3TOM MATONOTHYECKOM COCTOSHHH AocTHraeT 60
— 95%. IlyckoBbiM (aKTOpOM, KaK IPaBHIIO, SBISIOTCS HH(QEKINA WM HHTOKCHKALIHA.

WH(eKunoHHBIE areHTl HWIM TOKCHHBI TIPHBOJAAT K IIOBPEKICHHI0O M 0Oe3 TOro
CKOMIIPOMETHPOBAHHBIX ~ M30BITKOM MEIH TeNaTOLMTOB. bombImoe KOJIHYECTBO MEIH,
BBIIEJIMBIIEECS B KPOBb M3 MOBPEKIEHHBIX IeldTOIHTOB, MIPHBOJIMUT K reMomusy. CBoOOMHBIH
reMoriI00HH H IPOIYKTHI €ro MeTaloJM3Ma OKa3hIBAIOT JOTIOIHHTEIBHOE BO3JICHCTBHE HA NIE€YCHB
¥ MOTYT IIPHBECTH K MOYeYHOi HemocTaTouHocTH [18].

O6sur0 OITH passuBaeTcs y MOAPOCTKOB W MOJIOJIBIX MAMEHTOB. Takxe oHa onicaHa y
nanueHToB ¢ BBK, xoTopele monydanH ajeKBaTHYIO TEpAIHiO XejlaraMu, HO CaMOCTOSITe/IbHO
NPEKPaTHIIA UX [IpHeM Ha cpok 9 Mec. u Oonee. Kimmangeckas kapTHHA cX0xka ¢ QyIbMHHAHTHOH
MEYCHOYHOM HECOCTOATEIbHOCTBIO, BEI3BAHHOH WH(EKIIMOHHBIMHA areHTaMH HIIH TOKCHUYECKHMH
(axTopamu, KOTOpEIE, KaK MPaBHIIO, IPEAMONAralOTCs B IEpBYI0 odepens [15].

OcobeHHOCTSAMH  (DYTBMHHAHTHOH TEYEHOYHOH HECOCTOATENBHOCTH NpH OOJIe3HH

Bunscona-KonoBanosa sBIISIFOTCS

— CMEIIaHHas XeJITyXa reMOJHTHKO-TTAPEHXUMAaTO3HOIO THTIA,
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— TeMOJMTHYECKas aHeMHss ¢ OTpuuarensHOM mpobod Kymbca u  npuzHakamu

BHYTPHCOCY/IHCTOTO reMOJIH3a,
— KOaryJIonarHsi, He OTBeYalOIlas Ha MapeHTepaIbHOE BBEIeHHE BUTaMuHa K,
— GBICTPOE TIPOTPECCHPOBAHKE TIOUEYHOM HEOCTATOYHOCTH,

— HECOH3MEPHMOEC C TSKECTBH) COCTOAHHE H3MCHCHHC AKTHBHOCTH TpaHCaAMHHA3 H IeJIOYHON

docdarassl.

VpoBenb yoeauTe/IbHOCTH peKOMeHaluH - B (YpoBeHB 10CTOBEPHOCTH I0KA3ATEIbCTB - 2).
Kommenmapuu: obnapyoicenue xoney Kaiizepa-Pnetiuepa modicem umems OUAZHOCTMUYECKOE
3HAYeHUe, OOHAKO UX omcymcmeue He uckiouaem 3abonesanue. Ilpu Ouoncuu neuenu
onpedensiomes  MUKPOBE3UKVIAPHOE — 0JICUDEHUe, MACCUBHblE  KOAZYIAYUOHHbIE  HEKPO3bl
2enamoyumos, Koa1anc cmpomvl, huemenmcooepaicawjue kiemxu Kyngepa, menvya Maanopu.

[MTammentel ¢ OITH, uTak, HMEIOT B KPOBH 3allpe/Ie]IbHO IMOBBIIICHHBIC KOHICHTPAHH
MeIH, II09TOMY, Tepallsi XelaTaMH, KoTopas oOecreuHBaeT TMOCTYIUIEHHE B KpOBb
JIOTOTHATETEHOTO KOJNWYeCTBA MeIM, y HHX He [mokazada. Jlig KynmHpoOBaHHS 3TOrO
NMaTOJNOTMYECKOTO  COCTOSSHMS  HeoOXOJMMO  HCIOJIB30BaTh  COBPEMEHHBIE ~ METOJBI
IKCTPAKOPIOpaTbHOM reMoKoppeKimnH. IIpn uX HenocTaTouHOoM 3Q(PEKTHBHOCTH C/IMHCTBEHHBIM
CIIOCOOOM CIIaCTH KH3HB MAUEHTA ABIIACTCA Nepecaika IeHeHH.

uppo3 neueHu.

Iuppo3 neuenn (1{IT) mpu BBK MoXeT IHTeIbHOE BPeMs IPOTEKATh 6€CCHMITOMHO HITH
MaTOCHMIITOMHO. OJIHAKO OH BBIABJISIETCS ¥ BCeX OONBHBIX ¢ HEBPOJIOTHYCCKHMH H3MCHECHHAMH,
CBA3AHHBIMH ¢ Oosie3Hplo Bunbcona. KiMHWYECKWe IPOSBIEHHS LHMPpPO3a MEYCHH H €ro
OC/TOKHEHHS, a TAKXKe Pe3ysibTarbl OMOXMMHYECKHX TECTOB HC OTJIMYAIOTCS OT TAKOBBIX IPH
npyroi stuonoruu 1uppo3oB [13]. Tlpu OGHOnCHH NEYCHH BBISABISIOTCS JIOXKHBIE JOJIBKH C
bubpo3HbIME TSHKAMH BOKPYT HHX. MoryT Taxxe HaOJHOIaThCs: TTTHKOTCHOBAs BaKyOIM3allns

AJIep TENaTOMHTOR, OTIIOKEHHE TEMHOTO IMTMEHTA B OT/EIBHBIX IenaToNHTax.
Hesposiornueckne nposisienns (Ilepedpansnas gopma).

Bonesnn Bunscona-KonosanoBa CBOHCTBEHEH NIMPOKHH CHEKTP HEBPOJIOTHYECKHX,
MOBEJICHUYECKAX W TICHMXHATPHYECKHUX CHMIITOMOB Ppa3/IAYHON CTENCHH BBIPAKEHHOCTH OT
MaO3HAYUTEIBHBIX H PAa3BHBAIOIINXCS B TEYEHHE MHOTHX JIET, 10 CTPEMHTEILHO HAapaCTaIOMIHX
¥ TIPHBOJIAIINX B Te4eHHE HECKOIBKHX MECSIeB K TOJNHOW MHBaIMAHOCTH. HeBponornueckue

nposiBeHus Gonesnn Bumbcona-Konosanosa manmndectnpyior B Bospacte or 10 mo 35 e,
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OZHAKO M3BECTHBI CITydad MaHu(ecTalmu 1 B 55 jet. KiMHuKa BKIIIOYAET JTMCTOHNH, aTAKCHIO C
NOCTYPAIBHEIM W HMHTCHIHOHHBIM TPEMOPOM, pPaHHWH NAapKHHCOHHU3M C THIIOKHHE3HEH,
PHTHIOHOCTBKD M TpeMopoM T1iokos. HamGonee 9acTbIMM SIBISIOTCS TakKHe CHMIITOMBI, Kak

JHMC/HA/I0XOKHHE3 U, IA3apTPHs, CATHBAIIAS, HapyIeHne X016051, MOCTYpambHbIi Tpemop [19].

ApHTMOTHIIEpKHHETHYeCKas (paHHsis) Gpopma, MaHH(DECTHPYIOIIAA Jame B Bo3pacTe ot 7
1o 15 ner, xapakTepu3yeTcsi apUTMHYHBIMU THIICPKAHE3aMH, Yallle TOP3HOHHO-THCTOHHIECKOTO
XapakTepa, HEpeAKO CONPOBOKIAIOUIMMHCT PE3KHMH O0isMH. [MIEpKHHE3bl OXBATHIBAIOT
pasHYHbIE MBIIEYHBIE TPYINBI (KOHEYHOCTH, TYJTOBHINE, & TAKXKEe MBIIIIE], OTBETCTBEHHBIE 34
ApTHKYJSANHAI0 W TJIOTAHHWE), TIPHBOAS K JU3apTpuH M jgucharmm. Oto Tsdkenas ¢opma, npu
KOTOpO#i OBICTPO HapacTaeT MBIIEYHAS PHTHIHOCTH, (OPMHUPYIOTCS AHKHIIO3BI CYCTABOB.
XapakTepHbl CHH)KEHUE WHTEIUICKTa, ICHXWIECKHE HApyIICHUS ¥ BHCIIEPaIbHBIE PacCTPOHCTBA.

Be3 neyeHus neTajbHBIM HCXOX HacTymaeT 4yepes 2-3 roza [12,18].

JlposxarebHO-pHrHIHAS POpMa OTIHYAETCS OT IPebIAYIIero 6osiee mo3/iHero Hadana (0T
15 110 25 net) u Gonee HoGpoxadecTBeHHBIM TedeHHeM. OHa BCTpeyaeTes yalle JApyrux u Ommxke
BCero coorsercTByeT opme, omucanHol BuibcoHoM. XapakTepHO OJHOBPEMEHHOE Pa3sBHTHE
PUTHIHOCTH H JApokanus. Yactel jgucdarus um ausapTpus. COOTHOLICHHE PHTHIHOCTH H
JIPOKAHMS BAPBUPYIOT: B OJHHX CIy4asX npeobiajaaeT NapKHHCOHOMOMOOHBIA CHHIPOM C
pasBHTHEM B IEPBYIO OYepe/lb PUTHIHOCTH, H MEHEE BBIPAKCHHBIM JPOXKAHUEM, B IPYTHX — Ha
(hoHE HEPE3KO BHIPAXKEHHOH PUTHIHOCTH NPEBATHPYET THIHYHOE APOXKAHHE, yCHIMBAIOMIEECH B
cpeaHe()U3NOTOTHIECKOM MOJIOKEHHH CTHOaHUs TIPH yIEPKHBAaHHH PYK Ha BECy, a TakKe IpH
IEJICHANIPABICHHBIX JBHJKeHUSX. IICHXWYECKHE HapyHICHHs H BHCHCPATBHBIC IPOABICHHS
BapbHPYIOT B CBOCH BEIpaXKeHHOCTH. be3 nedeHus 3a60/1eBaHNe IPOrPecCHpYeT B TeYeHHe 5-6 JieT

W TAKXKe 3aKaHUYMBAETCS JETATBHBIM HeXozoM [19].

JlposkatensHas (popma (coorserctByromas dopme BecTdansa) ormmuaercs Hambonee
no6poKkadecTBEHHBIM (OK0JI0 15 n1eT) TedeHneM u Goree mo3tHUM HayaioM (B cpesreM 20-25 rer,
H3BECTHBI CciTydan jebrora 3abonesanus nosaaee 40 u gaxe 50 net). B ximandeckoit kapTHHe
npeobranaer japokanne. MplleyHbll TOHyC wWamle He H3MeHeH WM cHwkeH. [To mepe
POrpeccHpoBanus OONE3HH JPOKAHUE PE3KO YCHIIHBACTCS, CTAHOBATCS KPYTHO-aMIUTHTYIHBIM
C Pe3KO BLIPAWKEHHBIM HHTEHIHOHHBIM KommoHeHToM. Ilpu moGoil mombITke K aKTHBHOMY
JBHYKEHHIO OHO HAPACTaeT JI0 CTENeHM JBHraTesIbHOM OypH, MpeBpamasch B reHepaTH30BaHHOE.
Jlposxaune pyk npu otom H.B. KonoBaios cpaBHHBaJ ¢ "TpeneTaHHEM KpPbLIbEB NTHIEI. [IpH

5TOH (hOpME JUTMTEIIbHOE BpeMsi COXpaHeH MHTENIeKT. OJHaKko 10 Mepe NpOrpecCHpOBaHHS
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60H€3HH, Hapsanay C IOBBILLIEHHEM MBIIICYHOTO TOHYCa, HaGJIlOIlalOTCSI H HU3MCHEHHS IICHXHKH C

addexTuBHBEIMM paccTpolicTBamMu. BuciepanbHble TpOSBICHHS Ipu 3TOH (opMe KIHHHYECKH

HauMeHee BelpakeHs! [18].

OKCTpanupamMuIHO-KOpKOBas GopMa. DTta Qopma He SBISETCS CaMOCTOSTENBHOM, a
MOXET PasBUTBCS C TCUCHHEM BPEMEHH HJIM 1Ol BO3/IeHCTBHEM BHEITHUX (GakTopoB (HanpumMep,
YEpeNHO-MO3r0BOH TpaBMbI) M3 moOoil OCHOBHON HeBponoruyeckoir ¢opmer BBK. Omna
XapakTepu3yeTCsi TE€M, YTO THIHWYHBIE HAPYIIEHHS OCJIOXKHAIOTCS OCTPO Pa3sBHBAIONIMMHCS
NHUPaMUIHBIMH TIApe3aMH M SIMICHTHOOPMHEIMH TPHIAJKAMH, Yallle 0YaroBOro XapakTepa.
beicTpo  mporpeccupyloT ncuxudeckwe Hapymenus. Jius  9Tolf  OpMBI  XapakTepHO
BO3HHKHOBCHHE B MO3ry, Hapsajy ¢ XapaktepHbIMH Juii BBK w3MeHeHHsMH, 0OIHpHBIX

pasmsirdeHui B kope Oombmmx nomymapwit [17,18].

ITaTonorudeckass aHatoMuss Mosra. Haubonee XapakTepHbIM MOpPGOJIOrHYECKHM
NpU3HAKOM nopaxkeHus Mo3ra npu bBK sBnsieTcs nporpeccupyionee u3MeHEHHE 1OAKOPKOBBIX
raHrjiMeB, B IEPBYIO ouepelb ueueBUIMOOpasHbIX snep (n. lenticularis), mpemMmymiecTBeHHO
CKOPJIYIIBI, @ TAKIKE XBOCTATOTO #J[pa, HApYKHOTO WICHHKa OnesHOrO mapa, 3yOuarsX suep u
KOPBl MO3Keuka, NOAOYropHBIX sjep, Kopbl Oonbmmx mnomymapuii. Taxum obpasom,
NAaTOJOTHYECKHIl TpoIece sBIsieTCs BecbMa pacnpoctpaHeHHeM [13]. Makpockomnaeckn
OTMEYAIOTCSI CMOPIIHBAaHHE MO3TOBOTO BellecTBa U 00pazoBaHue nonocTed. MHKPOCKOTHYECKH
HabmopaloTess cBoeoOpa3Hble W3MEHEHHs TIJIMM, TTOJYYMBIIME Ha3BaHHWE TIIMH Ajblredmepa
TIEPBOTO H BTOPOTO THIIOB. ] THIT XapakTepH3yeTcs pe3KHM YBETHUCHHEM Beel KJIETKH B O0bIITHM
A7poM, GoraTbiM XpoMaTHHOM, 1] THIT OTIHYAeTCs TOYTH MOJIHBIM OTCYTCTBHEM I[HTOINJIA3MBI H
THTAHTCKHM SIPOM, OYeHb OEIHBIM XPOMATHHOM H II03TOMY MMEIOIIMM BHJ 'rosoro” sjpa.
JIpyroif KOMIIOHEHT TIOPayKCHHsI HEPBHOH CHCTEMBI — AHTHOTOKCHYECKHH, BRIpAXKAIOMIHICS B
aTOHWH MEJIKMX COCYJIOB M KAaNWJUISPOB MO3Ta, B pe3y/bTaTe 4ero BO3HMKAIOT CTa3bl, MEJIKHE
KPOBOM3THSHHS W ICPUBACKYIISIPHEL OTeK. DTH HAPYIIEHUS BEYT K HIIEMHH, AHOKCHH HEPBHOM
TKaHU ¢ moclieayiomeif ee rubenpio0  00pazoBaHHEM, Tak Ha3bIBAEMOro, status spongiosus —

ocobeHHOCTH, BecbMa XapakTepHoii uist BBK [14].

be3 sieueHus renaToNICHTUKYISpHAs JE€reHepalis HMEeT HEYKIOHHO NPOrpecCHpPYIOLIee
Te4eHWe ¢ Heu30eXHBEM (aTampHBIM HCXOHoM Hepes 2-15 mer ot peblora CHMIITOMOB
3aboneBanusi. Ha ¢oHe COBpeMEHHBIX BO3MOKHOCTEH Tepamuu HaOMIOMAeTCsl 3HAYMTEIILHBIN
naromopdo3 Gone3Hu, BIIOTH /10 MOJIHOTO MCYE3HOBEHHS CHMIITOMATHUKH IIPH CBOEBPEMEHHOM

Ha3’HAYCHHUH MEIBIJIMMHHHUPYIOIIHX IIPEIapaTos.
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IlcnxuaTpryeckHe nposiBIeHNA.

Hapyiienunst moBefeHHS ¥ TNCHXHKHM THHNHYHBI juii BBK u HEKOTOPBIE M3 HHUX MOTYT
TIPE/IICCTBOBATE  HEBPOJIOTHICCKHM M «TIEYEHOYHBIM» CHMITOMaM. IIpHMEpPHO y TpeTH
TNAUMEHTOB 3a007eBaHHe HAYAHACTCS C HApyIIeHWH ncuxukd, OTMedaeTcss 3aiepKKa WM
OCTAHOBKa TICHXHYCCKOIO pasBHTHs, IPOMCXOMAT HM3MEHEHHMs JHYHOCTH, TOSBISETCS
MMITYJTbCHBHOCTB, JIaOWIIbHOE HACTPOCHHE, CEKCYalbHBIH 3KCTHOMIMOHH3M, HealeKBaTHOE
TNOBECHHE, HPOPHYHOCTE ¢ KoleGaHHEM HACTPOCHMS 10 MAHHAKANLHBIX/JIETPECCHBHBIX
nposiB/ieHHH. HavanbHble CUMITOMBI YacTO HEMPABHIIBHO THATHOCTHPYIOTCH KaK TOBEICHIECKHE
Npo0JieMBbl, CBS3aHHBIE ¢ MyOePTaTHHIM EPHOIOM.

Y Oonee crapmux nanMeHToB HacTo HaGurofaercs 3iopHs, IETPeccHs, MOTYT GbITh
(obun, KOMITYyTBCHBHOE TOBEACHHWE, arpeccHs M AHTHCOIMAIBHOE IOBEJEHHE. Y MONKHIIBIX
NAlHEHTOB BBIABIAIOTCS TaKHe IMCHXOMATONOTHYECKHE CHMIITOMBI, Kak MNpOrpeccHpyromas
Ae30praHu3anus JIMYHOCTH ¢ TpeBOro W ad(eKTHBHBIMH IPOSBICHHAMH, JTaOHIBHOCTD
HacTpoeHusl. MokeT OBITh CHHIJKEHHE WHTEIUICKTAa, TPYAHOCTH abCTPaKTHOTO MEIIIICHNUS,
3aTpy/iHeHHe BHUMaHus. Yame otMeuatores cybricuxoTHyeckne nposisienus [18].

bBonemme  pa3BEpHyTEIE TICHXO3BI € IICHXONPOAYKIMOHHOH  CHMIITOMAaTHKOMN
HecnenupuuHbl U AaHHOro 3aboseBaHus. Y GONBHBIX MOTYT HabMIONaThCS KOTHHTHBHBIE
HAapYIIeHHs, MPOSBJIAIOIIMECS 3aMEJUICHHOCTHIO IICHXHYECKHX  TIPOIECCOB, CHHKEHHE
NICHXHYECKON aKTHBHOCTH, crabocth nobyxaenuii. [Ipu 3ToM namare Ha TpoNUIse COOBITHS H
CMOCOOHOCTh K 3AOMHHAHHIO OCTAIOTCS OTHOCHTENBHO COXPAHHBIMH. B crajmm JeMeHInH
CBOMCTBeHHBIC 0o0j€e paHHAM JTanaM pasBHTHs 3a00JICBAHHS Pa3IPAKHTEIBHOCTH |
KOHQIIMKTHOCTB YCTYNAIOT MecTO GecnedHoit sidopuu, a 3aTeM sMONMOHATBHOM TymocTh. B 210
K€ BPEMS BBISIBIIFOTCS TAKHE XaPAKTEPHBIE JUIS TEMATONICHTHKYJISIPHOM AeTeHepallii CHMITTOMBEI,
KaK HaCHJIbCTBEHHBIN 1U1a4 M CMeX, OPaJIbHBIE H XBATATE/IbHBIE ABTOMATH3MBI,

OKO0J10 MOJIOBHHBI TTAIIUEHTOB € HEBPOIOTHYECKHMH H IICHXHYECKHMH TIPOSBICHHUSIMH
MMEIOT PaclpoCTPaHEeHHbIH (UOPO3 WK SBHBIH HPPO3 MEYeHH. Y JPYro# MOJOBHHBI TPH3HAKH
3a00J1€BaHus TIEYEHH MOTYT MOJHOCTBIO OTCYTCTBOBATH [20].

I'emomms.

KymGc-neraTuBHas reMomHTHYECKasi aHEMHUsI IPUMEPHO Y 15% TanMeHToB MOKET OBITh
CIMHCTBEHHBIM HaYalbHbIM cuMnToMoM BBK. Dmmu3omer remommsa Moryt OBITB OCTPBIMH
BBIPAKEHHBIMH, PEKYPPEHTHBIMH (TIOBTOPSIOIMMHUCS) HWIH XPOHHYECKAMH. BrIpakeHHBIN
reMoJH3 OOBIMHO CBsI3aH C TSUKEIBIM TOpaKeHHeM IedeHH. Pacnaj renaTonMToB IMPHBOIMT K
BBICBOOOKICHHIO OOJIBINIONO KOMHYECTBA JACTIOHMPOBAHHON MEIH, KOTOPasi YCHIIMBACT F€MOJIH3,
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Jlerkne oMH30/161 reMONH3a MOTYT HaBIIOATECS IPH OTCYTCTBHH SBHEIX MPH3HAKOB MTOPAXKEHHS

MCYCHH.

IMopazxkenune nouex.

C BBK accoumupoBaHsI pa3TH4HbIEe HapyIeHHs (yHKIHH nodek. CHUKAeTCs: BeTHYIMHA
rIIOMEpyYIISpHOR (ubTpaunu. B pesybraTe TOKCHYECKOTO IEHCTBHS ME/IM HA KIIETKH KAHABLICB
Pa3BUBAIOTCSI IMCOYHKIMHE MPOKCHMATBHBIX H/WIH THCTATBHBIX KaHableB. OHH MPOSBIAIOTCS
amMpHOauMaypueH, runepdocdaryprelf, runepkanbOUypuell, IIOKO3ypuel, ypHKO3ypuei,
notepeii kanmus, neduuuTom 6ukapboHaTa, TOUCUHBIM TYOY/ISIpHBIM anuao3om [6]. JIucTanbHbLi
TyOyJISpHBIA anumo3 ABnseTcs (GakTopoM, MpPeapacioaralomuM K pasBHTHIO HepouTHA3a,
KOTOpBIii BcTpedaeres y 16% mamuenTos ¢ 6one3nbio Bukcona. Hedpormras, B cBoio ouepens,
00yc/iaBIMBAaCT BBICOKYIO HYacTOTYy MHKporemarypuu. Tepamusi XejataMH y OOIBIIMHCTBA

IMAaITHCHTOB MPHUBOJHUT K YIIYYIICHHIO QJYHKHHPI MNO4Y€K, HO MOJKCT crocoOcTBOBATE IIPpOTCHHYPHH

[7].
I[pyme KIHHHYE€CKHE¢ CHMIITOMBI.

KimHuYeckne CHMITOMBI MOpayKeHHsI APYTHX OPraHoB H cHcTeM BosHHKaioT npu BBK menee
gacto. OHM BrmowaioT: u3MeHeHHs OKI', apuTMHH, KapAHOMHONATHIO, TAHKPEATHT W
HEJIOCTATOYHOCTh DK30KPHHHOH (YHKIHH TIOKENYJOYHOM JKele3bl, XOJNeIHTHa3, Me/lb-
HHIYIHPOBAaHHBIH PabIOMHOIIH3, OCTEONOPO3 H OCTEOMAISIIAIO, ADTPUT M apTPAITHH, AaMEHOPEIO,
CaMOITPOM3BO/IbHEIE abopTel, ToxyOble IYHKH Y HOITEBOrO JIOKa, acantosis nigricans,

THIEPIHTMEHTALHIO KOXKH [8].

2. /luarsocTuka

2.1 Kanobbl u aHAMHE3

IIpu cbope aHaMHE3a peKOMEHI0BaHO 00pPATHTH BHUMAHHE HA HATHYHE!
- bosu B xMBOTE pa3iMuHOM JTOKAIH3AINH;

- 3MeHeHHe mBeTa KOXH;

- HocoBble kpoBoTEHCHHS

- Tpemop, HENPOU3BOJILHBIE IBHKCHHS;

- CimoHoTeueHue, IU3apTpHs;

= HapymeHHe I'JIOTaHHA,
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- MurpenenonoOHbIe rooBHEIE 60IH;
- becconnnua;

- Jlenpeccus;

- HeBpoTtuueckoe mosenenue;

- U3MeHeHus THYHOCTH;

- [Tenxos.

2.2 OuzukajanHoe 00¢1e10BAHHE

ITpn Qu3HKaIEHOM OCMOTPE PEKOMEHI0BAHO OLICHUTH HATTHYHE:
- CmyTioro («MeIHBIY ) IBETA KOWKH;

- KentymmocTu ckiep;

- HeznaunTenpHON HIIM YMEPEHHOMH renaToMeraing,

- CriineHOMET AN,
® PekoMeH 1yeTCst OTIEHUTE HAJTHYHE HEBPOJIOTHYECKHX HAPYIICHUH U ICHXHYECKHX PacCTPOHCTB.

Kommenmapuu: naxonienue meou 6 20106HOM Mo32e npu bonesnu Bunbcona npusooum k
nospedicoeHulo  6a3anlbHbIX  2aH2IUE6 € PA3GUMUEM  2UNO- WIU  2UNEPKUHEMUYeCKOoU
IKCMPARUPAMUOHOU  CUMPMOMAMUKU 6 6UOE AKUHEMUKO-PULUOHO20 CUHOPOMA, AMAaKCUU,
mpemopa, Oucmonuiecko2o cunopoma. Heeponozuueckue napyuteHus pazeueaiomcs nocmeneHHo
u be3 neyeHus HeYKIOHHO npozpeccupyiom. Ilcuxuveckue 13 napywenus npu bB ecmpeuaiomces 6
10% cnyuaee u exnouaiom 6 ceds HapyuieHue nosedenus, azpeccuio, obuu, Manuu, NCUxosol,
UHMENNeKMYANbHYIO U KOZHUMUBHYIO HeOOCMAMOYHOCMb, d MAKICE CUHOPOMATbHbIE COCMOAHUA
bunoaspuvie paccmpoiicmaa, oenpeccuu, oucmumuy. Onucansl maxdice Muepenu, 20106Hvie 60.1u,
beccoHHUYa, SnUNENMUYECcKUe NPUCIYNbL C HEBPON02UYECKOl cumnmomamuko 5B.

e PekOMEHIOBaHO OIEHHTH TOpaKCHHE JPYTHX OPraHoB (OIOPHO-ABHTATEIBHOTO
annapata M KOCTHO-MBIIIEYHOH CHCTEMBI, CEpIACYHO-COCYAMCTOH CHCTEMBI, JHIOKPHHHOH
CHCTEMEI, MOYEIIOJIOBOH CHCTEMBI, KDOBETBOPHOH CHCTEMBI)

Kommenmapuu: npu BB nabriooaemcea wiupoxuil cnekmp 6HeneyeHOYHblX NPOAGIeH U, K
HUM OMHOCAM NOPAdICeHUe ONOPHO-08USAMENLHO20 annapama ¢ GblAGIeHUeM CUMRMOMOE
ocmeomManAyuu, OCMeoNnopo3a, 0Ccmeoapmpumos, XoHOPONamuu, CHROHMAHHLIX NepeloMOos,

CYOXOHOpanbHbX  KUCMO3HBIX  popmayuti. Haubonee wuacmoii nokanuzayueti A615emcs
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NO360HOYHUK U KOoaeHHwlll cycmas. Onucanvl nogpedicoenus mwiwiy npu 6Gonesnu Bunvcowua,
npomexaiowue no muny paboomuonuza, 6credcmsue NOPAdICEHUs MbIUUEYHBIX MUMOXOHOPUL.
Omnooicenue  u3belmka MeOu 6 CepOeyHoU Mblliye Npueooum K (HOPMUPOSAHUIO
Kapouomuonamu, apummull, OUCQYHKYuU CUHYC06020 y3na. Jlpy2umu peoKumu nposeieHusmu
bonesnu BunbCoHa AGNAOMCA CUMRMOMbBL  NOBPEICOEHUA DiCeNe3 GHYMPEHHel CeKpeyulu,
XAPAKMePU3YIWUecs CUMRMOMAMU 2URONAPAMUPEOOU3Ma, 2UNePnPoONaKmuHeMuY, ameHopeu,
becniodus, NOBMOPHBLIMU SNU300AMU HeBbIHAWUBAHUA bepemennocmu. Ilopajcenue novex npu
BB ceazano ¢ 6030eticmeuem uzbbimka Meou Ha npokcumanivHele kawanvyvl. Cnexmp my6ynapHeix
oucghynxyutl pasnoodpazen om GolABIEHUA NOBLIULEHUS IKCKPEYUU MOYEBOT KUCIOMbL C MOYOU 00
popmuposanua cunopoma PanKoHU ¢ AMUHOAYUOYPUETi, NOYEYHbIM KAHATLYEEHIM AYUOO30M,
2MOKO3ypuUeti U 3NeKMpPOIUMHbIMU  HapyuleHnuamu. Hapywenue sxckpeyuu  31eKkmpoiumos
MO2Icem npueoOUmMs K HehpoOKaNbYuHo3Y.

Temonumuyeckas anemus ewviaensiemca npu BB ¢ wacmomou 1-12% u cesasana ¢
NOBbLUEHUEM — CbIGOPOMOYHO20 YPOGHS MeOU 6 pesyibmame HeKpo3a 2enamoyumos.
Temonumuueckan anemus moodcem Oblmb 0CMpoll U ACCOYUUPOBAMBCA C PE3KUM NOOBEMOM
Yposus Gunupybuma, couemamvci ¢ QYILMUHGHMHOL Ne4eHOuHOU HeOOCmamo4YHOCmbIo, a
makoice HOCUMb C1AG0 GLIPAJICEHHBIT NEPCUCTMUPYIOWUTE XAPAKMED, NPUE00s K XPOHUYECKOU
awemMuu U AGIAACL NepeéuiM  cumnmomom manupecmayuu BB.  Ilosmopreie  3nu300b
2eMONUMUYECKUX KDU3Z08 NPUBOOSM K PA3GUMUIO diceT4eKamenHo 6onesnu. Kavnu cMewaniozo

muna, 06pazoeansl conamu burupybuHa u xorecmepua.

2.3 JlabopaTopHasi IHATHOCTHKA

Kpome OOIIEKIMHMYECKOT0 aHAIM3a KPOBHM, KOTOPBIH ABIACTCS 0053aTEIILHBIM,
OCHOBHBIMH TECTAMH, HCTIOIB3YIOIIMMHECS [UTS THATHOCTHKHU 3a00/I€BaHHS, SIBIIAIOTCS MOKA3aTENH
oOMEHa MeJIM: LEepY/IOIUIA3MHH CHIBOPOTKH, 00mas 1 cBOOO/HasE Me/lb CBIBOPOTKH, CYTOYHAs
SKCKpEIHs ME/IH C MOUOH, COJICpKAHAE MEIH B TKAHH ITeYeHH (TadiL. 2).
YpoBensb yoeauTeIbHOCTH peKoMeHIanuH — B (YPOBEHB 10CTOBEPHOCTH 10KA3ATEILCTB - 4).
Kommenmapuu: 011 nOGblleHUs OUAZHOCMUYECKOU YEHHOCMU NoKa3amens Heobx00umo
nepecyumvléantt CymoyHyo SKCKpeyuio Meou ¢ MO0l Ha CManoapmiyio no6epXHoCMmy meia 173
2. JTnst 5mozo eenudury cymouHol SKCKpeyuu Meou ¢ MOUO0 HyJCHO pa3oenums Ha NO6EPXHOCTIb
mena nayuenma (PAcCuUmMbIBAemcs No HOMO2PAMMAaM wiu Qopmynam, cm. Ilpunoocenue) u
YMHOJICUMb HA CIMAHOAPMHYI0 nogepxnocms mena 1,73 M’ — noeepxnocms mena yenoeexa c

pocmom 170 em u nosepxnocms mena 1,73m u éecom 70 xe. B smom ciyuae Ouaznocmuiecku
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3HAUUMBITL YPOBEHb CYMOYHOU dKCKpeyuu meou > 1,6 mxM/cym. x 1,73m2 unu >100 mxe/cym. x

1,73m2. Pazauquii y Oemeil u 63pocivix Hem

Tabaumna 2

OcHOBHBIE THArHOCTHYECKHE MTOKa3aTeNu renaronepedpansHoi auctpoduu (6one3Hn

Bunescona-Konogasosa)

[Tokazatens Tunuaroe JloxHO JloxHo
M3MEHCHHE «OTpHIIATEJIbHBIN) «ITOJIOKUTEITbHBIN»
Lepymoriasmun  |CHmkernne Ha 50% nMosxeT 66T HopManbHbiM  (Huskwuit yposens LI1
(LIIT) cemBopoTku  |[onee OT HMKHEH [y TAIIMEHTOB C CHCTEMHOH  [MOJKET OBITH npH
TPaHHIBI HOPMBI  [BOCTIAJIMTENIBHOI peakiueli  [CHHIpOME
[IPH BOCTIATMTEIBHBIX ManbabcopOunn, npu
rporeccax B MEYCHH HITH ayTOUMMYHHOM
NPYTOH JIOKaIH3auH renaTure, Ipu
MosxeT OBITh 3aBBIIICHHBIM  |TSKEJIOH NMeYeHOYHOMH
TIPH OTIpe/IeIEHHN HEJIOCTATOYHOCTH
AMMYHOJIOTHIECKHMH BCIIEJICTBHE
METOJIaMH, a Tak¥Ke BO MPOTPECCHPYIONIETO
BpeMsi GepeMEHHOCTH H 3ab0sIeBaHHMs TICUCHH,
MPH TEParuK 3CTPOTCHAMH  [[IPH ceMeiHOH
anepyIoIIa3MHHEMHH U Y
reTepo3UTOT
CyTtounas >1,6 MkM/cyT. mimi MoxeT ObITE HOpMaIbHOH Moxer OBITH TOBBILICHA

IKCKpEIHs MeIH
¢ MOYOH

>100 mxr/cyt.*

> (0,64 MkM/cyT.
Wik > 40 MKT/CyT. y
JeTe

TIpH HEMPaBHILHOM cOope
MOYH H y aereit 6e3
MOpaKeHUs MeYen

NPH HEKPO3€ IenaToIHTOB,
XoJiecTase, KOHTaMHHAIA
NpH HelpaBHIbHOM cOope
MOYH

«CBobomHas» > 1,6 MkM/n Mosxer OBITH HOpMAJIBHOH |-
MeJlb CBIBOPOTKH ecni 3apbilieH yposeHb [II1

npH ero Olpe/IeNICHHH

MMMYHOJIOTHIECKHMHA

METOJIaMH
Meb TKaH# > 4 MkM/r MokeT UMEeTh JIOKaIbHBIC Mosker OBITH TOBBIIIEHA
NICYCHH > 250 MKI/T cyXoro [pa3ju4Ms y MalueHTOB C IIPH XOJIECTATHYECCKOM

Beca OCTPBIM TIOpaKCHHEM CHHJIpOME

nevyeHH MW TPH  HAIAYHH

pereHepaTHBHBIX Y3710B
c Hamvame OrcyrerByror Gonee uem y  |MoryTt Habmonarses
Kaitzepa- 50% manueHToB ¢ TIPH TIEPBHTHOM
Qneimepa npH abnoMUHAIBEHOH QopMmoit OMIHapHOM IMppO3e
o(pramsmMoOno- BaboeBaHNs H
MHKPOCKOTIHH y OOJIBIIIMHCTBA TAIMEHTOB HA)

DeCcCHMIITOMHOM CTa UK
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Ilepysi0onIa3sMHH CHIBOPOTKH.

Ilepynomnasmus (LIIT) CHIBOPOTKH SIBISETCH TJIABHBIM TPAHCIIOPTHEIM OelkoM —
IEPEHOCUMKOM MeaM B Tasve Kpoed. OH OTHOCHTCS K ocTpodasoBeiM Oenkam ¢
deppoxcunasHoil akTHBHOCTBIO. OnHa Monekyna [III criocoOHa cBsi3bIBaTh 6-8 aToMOB ME/IH.
YpOBeHb HepyIOIIa3MHHa MOXKET OBITh H3MepeH QEPMEHTHBIM METOZIOM HA OCHOBE €ro Mejb-
3aBHCHMOHl OKCHIA3HOH AKTHBHOCTH, a TaKKe HMMYHOIOTHYECKHM (aHTHTEI03aBHCHMBIM)
METOZIOM (PaJIMOMMMYHHBIH aHA/M3, pajHaibHas HMMYHOIH(Py3Hs, AMMYHOTYPOOIMMETPHS)
[18]. IIpu mcnonb30BaHUH (PEPMEHTHOTO METOJA ONMPECISACTCS TOIBKO TONONCPYTIOTIIasMHIH —
I1[1, CBS3aHHBIHA ¢ ATOMAMH MEJIH, & TIPH HMMYHOJIOTHYECKHX METO/IaX — TOJIONEPY IOTIasMHH H
anonepyyomwiasmue  — 1[I, He coxepkammi MeIH. HopmaneHass KOHIEHTpalus
nepyIoIia3MHHa, H3MEPEHHAS YH3NMATHICCKAM METOZIOM COCTABIIACT 150 — 480 mr/n. IIpu BBK
xoHuenTpanust L1 obeuso Hmke 100 mr/m (mpw nepeOpanbHOl (opMe HIKE, HeM TpH
a6 IoMHHAIBHOI). OHA MOXKeT OBITh TIOBBINIEHA IPA CHCTEMHOM BOCHAIMTEILHON peaKiuu, NpH
GEpeMEHHOCTH M  THIEP3CTPOreHEMHH,  MOXET OBITH CHW)KEHa TpPH  COCTOSHHSIX,
COMPOBOXKIAIOMHUXCS ToTepeil Oenka ¢ MOYOH MM KHIICYHBIM COJACPKHMBIM, CHHJIPOME
MansabcopOIuK, KOHEUHBIX CTaJnAX 3a60JIeBaHHs TIEUYeHH JII000H ITHOIOIMH, TIPH CeMEHHOH
anepyJIoNIa3MHHEMHAH, TIPHMEPHO Y 20% TeTepO3UrOTHBIX HOCHTENCH MYyTalluH Gone3nu
Bunscona [19].

VpoBeHb y0eHuTebHOCTH PEKOMEHIANHHE — A (YpOBeHb J0CTOBEPHOCTH J0KA3ATEJILCTE -
1).

KOMMEHTApHH: yepyIonIa3Mun Col60POMKU HE MOdicem Gbimb HAOEICHHIM MAPKEPOM Ol
nodmeepaicoenus uiu uckmiovenus I'JIT (bonesnu Bunvcona Konoeanosa).

Menb CHIBOPOTKH.

[Toka3saTe s O6MIEH MeIH CHIBOPOTKH BKJIIOYAET ¥ ME/Ib, CBA3AHHYIO C LEPYJIONIA3MAHOM
(B HOpMe 90-95% ot obmeit meau). IToaromy, XOTs TPH BBK mabmopaercs M30BITOK MEIX B
OpraHu3Me, KOHIEHTparms 0OIeld Me/ CHIBOPOTKH CHMXKCHA IPOTIOPIAOHAIBHO CHHIKCHHIO
KOHIGHTpaIM| 1epyronnasmuna [19]. [Ipu 5TOM KOHIEHTpALHs «HEIEPYJIONIa3MHHOBONY
cBOGOIHON Me/H TToBBIIaeTes Boimre 2 MkMoub/71 (B Hopme 0,8-1,6 MKMOJIB/JT) ¥ COCTABIISIET OT
40 no 80% obmeit MemH CHIBOPOTKH. VICKMOYEeHHE COCTABIACT (dyeMAHAHTHAS TIEYCHOYHAS
HECOCTOSITEIBHOCTh MM «BHIBCOHOBCKHI KpH3». IIpy 3TOM IIaTOJOTHYECKOM COCTOSNHHH
POMCXOMT MACCHBHEIH BBIOPOC ME/IH M3 Pa3PyUICHHEIX TeNaTOIATOB.

Kommenmapuu: Konyenmpayus c60b600H0tl MeOu Modicem 6o3pacmane 6 decamxu paz (0o 40

MmrMmonw/1 u auiuie). CoomeemcmeenHo yeeauuusaemcs u KOHyeHmpayus obwyett meo.
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Konyenmpayust c60600H01 MeOU onpedensemces paciemusim cnocobom no gopmyne:
Ceu(d) = Ccu(t) — Ceu(uyn) = CCu(t) — 49,4 x Cyn,

20e Ceu(d) — konyenmpayus c60600H0U Mmedu 6 mkmonw/1, Ccu(t) — konyenmpayus obuei meou
¢ mxmonw/n, Ccu(yn) — KoHyewmpayus yepyioniasmMunoeoii meou 6 mxmoav/n, Cyn —
KoHyenmpayus yepyroniasmuna 6 2/n, 49,4 — xospuyuenm nepecuema (3asucum om
MONEKYIAPHOT  MACChL  YepyIOnIasMuHa U KOIUYeCmea MONeKYyl Meou, C6A3bI6AeMbIX

YePYNONNAZMUHOM, 6 PAZHBIX UCMOYHUKGX Konebnemes om 49,26 0o 49,6).

e Jloka3aHO WCClEOBAHAE KOHIEHTPAIMH CBOOOIHOH MeqH, KOTOpas SBJIACTCS BaXXHBIM
jmarsocTuyeckum Tectom npu TJIJI (Gonesnn Buibcona-Komopaiosa). Y HeNEHCHBIX
[MAIHEHTOB €¢ YPOBEHb OOBIMHO IpeBBImaeT 3 MKMOMb/J1 (200 MKr/x;). CpobomHast Menb
CHIBOPOTKH MOJKET TAKKE YBEIMIHBATHCS P OCTPOii MEYCHOUHOH HE0CTATOHHOCTH moboit
ITHOJIOTHH, XPOHHYECKOM X0JIECTA3€, & TAKKE B CITyHasX OTPaBJICHHA ME/BIO [18].

YpoBeHb yoeHTEIbHOCTH peKoMeH1auuH — B (YpoBeHb 10CTOBEPHOCTH I0KA3ATENLCTE - 4).

Kommenmapuu: Ocroenas npobrema  c60600HOu «HeyepyIonIAIMUHOBOUY ~ Meou  Kax

DUAZHOCTIUYECKO20 MECTA — MO 3ABUCUMOCTb OM AOEKEAMHOCTU OnpeOeneHUs obuyeti meou u

YepyNonnasMUna CbIBOPOMKY. MO  nOKa3amelb Hauje UCNOTb3YIOM 0 MOHUMOPUH2A

papmaxomepanuu, yem 01 OUAZHOCMUKU 3a001e6AHUA.

CyTouHast IKCKPeNnsi MeIH ¢ MOUOH.

Ompesie/leHre KOHIEHTPAIMA MEIH B CYTOUHOH MO4Ye MOKET OBITH IOJIE3HO Kak JUIS
JIMArHOCTHKM 3a00JIeBaHUs, TaK W JUIi MOHMTOPHHIA JICUCHHS. V HeleueHHBIX NalHeHTOB
CYTOYHAS IKCKPEIHS MEJIM ¢ MOYOH OTPaXKaeT KOITHICCTBO cBOOO/THOH «HEIEPYIIOIIa3MAHOBOM
MeJIM B IMpKyHpytomeii kposu. Jlist TOYHOTO ONPECTICHMS! CYTOYHOM IKCKPEIHH MEMH ¢ MOUO#
HeoOXOMMMO aKKypaTHOe H3MepeHHe o0beMa CyTOYHOH MOYH H CYTOYHOH JKCKpELHA
KpeaTHHUHA. [IpH TOUeUHOH HEI0CTATOYHOCTH TECT HE IPHMCHHM.

e V HeleueHbIX MAIMEHTOB, MMEIOMMX CHMITOMBbI 3a00JeBaHHs, MCCIIE/I0BAHHE YPOBHA
CYTOYHOH OKCKpelMH MeId. JIMarHoCTHYECKOe 3HAYCHHE HMECT YPOBEHD CYTOUHOH
IKCKPEIHH MeZ¥ BbIme 1,6 MKMOJB/CYT WIIH 100 mxr/cyr. CyTouHas 3KCKpeIus MeIu ¢
MOYOH MOKET GBITH MeHbIe 1,6 MkMONB/cyT ¥y 16-23% manuenToB, 0COGEHHO B JTaTeHTHOM
craymu 3abosesannst u y gereii [19]. B atoM ciyuae AMarHOCTHISCKA 3HAMMBIM CHATACTCH
YPOBEHB CYTOUHOI sKCKperuu Mexu> 0,64 MKM/cyT > 40 MKT/CyT.

YpoBensb yoeIHTeALHOCTH PEKOMEH/IAIMH — B (ypoBeHb 10CTOBEPHOCTH A0KA3ATENbCTE - 3).
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KomMmenTapuu: o014 noevluienus OUGZHOCMUYECKOl YeHHOCmU noKazamens Heobxooumo

nepecyumvbl6ams CYMoYHyI0 3KCKPeYuio Meou ¢ Mo4ou Ha cmanOapmuyio nogepxHocmes meaa 1,73

M. JIna 3mo20 6enuduny CymouHot SKCKpeyul Meou ¢ MOY0ii HyJICHO PA30enumb Ha NOGEPXHOCMb

mena nayuenma (paccuumeléaemcs no Homozpammam uiu gopmynam, cm. Ilpunooicenue) u

YMHOCUMb HA cmandapmuylo noeepxnocms mena 1,73m° — nosepxnocms mena uenosexa ¢

pocmom 170 cm u gecom 70 k2. B smom cyyae OuazHoCmMuyecku 3HA4uMblil ypoeeHb CymoyHou

axckpeyuu meou> 1,6 mxMicym. x 1,73m° uau >100 mxe/cym. x 1,73m°.

[TpobaeMBl IpH U3MEPEHHH CYTOYHOH JIKCKPEIMH MEIH ¢ MOYOH CBA3aHBI C OIHOKaMM
npu cOope MouM (HENMOJHBIH cOOp MOYH, MOMAJaHWE MEAHM CO CTEHOK COCyJa, B KOTOpBIH
cobupaercs moua) [20]. Jlns ymeHbIIeHHS OIMOKH HEOOX0AMMO COOMPATE MOYY B CIICHHATBHBIC
KOHTEHHEPEI, & €CITH TAKHE OTCYTCTBYIOT, B INIACTHKOBBIE EMKOCTH M3-TI0]I TUTHEBOI BOJBL.

VBenuueHHe CYTOYHOM OKCKpPEIMH MEIM ¢ MOYOH BO3MOXKHO TaKke NpPH IPYTHX
3a00/1eBaHUAX TICYCHH (AYTOMMMYHHBIH renaTuT, XpOHHYECKHE aKTHBHBIE 3a00/1eBaHus ICYCHH,
X0J1eCTa3, OCcTpast IEYeHOYHAS HeI0CTaTOYHOCTh APYTOro reHes’a), ¥ HEKOTOPBIX T€TePO3UIOTHBIX
HOcHUTeNel MyTaruu Gosie3sHn BHIBCOHA, a TAKKe NPH MCIIOIb30BaHHWH IPENapaToB THOKTOBOM
kucnotsl [20].

e PeKOMEHIOBaHHBIM TECTOM JUIsi (DEHOTHNHMYECKOH ITHArHOCTHKH 3a00/eBaHHs SBISETCS
npoba ¢ d-MeHMIMITAMAHOM — CYTOYHAs SKCKPEIMs MeIH ¢ Mo4oi Ha (oHe mpuema
TecToBoi 710361 (500 Mr ~ 7 mr/kr maccs! Tena) d-nesunmsuiamusa. [Ipu oTkioHeHH: Beca
narenta 6onee yeM Ha 10% ot crammaproro (70 Kr) TecToBas 103a JOJDKHA OBITH
CKOPpHTHpOBAHA HMJIM Ha Maccy Telld HIH Ha IUIOMAns MOBEPXHOCTH Tela (NPHHIHIT CM.
Bhie). Paccunrannas 103a d-NEHUIMIIAMHHA J1eTHTes Ha 2 npuema: 1/2 — B Hagane cGopa
MouH H 1/2 — uepe3 12 gacoB nmocie Havana cbopa.

VpoBeHsb yoeuTEIbHOCTH PEKOMEH/ AU — A (YPOBEHB I0CTOBEPHOCTH I0KA3ATE/ILCTB - 1).

Kommenmapuu: Ouaznocmuuecku 3HQUUMbIM YposHeMm O1s HenedyeHHvix nayuenmoe ¢ BBK

SGAACMCS NOGBLIUEHUE HKCKPeyuu Medu ¢ Mool Ha hone npuema mecmosou 003bl d-

nenuyunnamuna > 500 mxe/cym x 1,73m2 unu >8 mxM/cym x 1, 73:m°. B amom cayuae npoba c d-

NEHUYUILAMUHOM CHUMAENC NON0ICUMETbHOU.

Honosxcumenvnas npoba ¢ d-NeHUYULIAMUHOM ABNIAEMCA OMPAICEHUEM CYUJeCMBOBAHUA
6 OpeanuzMe 3anacos Meou. IMom nokazamenb MOJCEM MAKIICE UCNONb308aMbCA Ol nodbopa

003bl d-NEHUYUNNAMUHA U MOHUMOPUH2A MEPANUU.
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Kpome 6onesnu Bunvcona npoba moocem Goimp HONONCUMENLHOU NPU XPOHUYECKOM
ompasnenuu medwvio. Ho ¢ smom ciyuae 6ydem nopmansuoii KOHYyeHmpayus yepyloniazmuia u
noevlieHa KonyeHmpayus oowel Meou coleOPOMKU,

Meab TKAaHH eYeHH.

Hakonyienne Me/iu B reYeHn — O/IMH H3 OCHOBHBIX npu3sHakos ['JI]] (Gonesnn Buiscona-
Konosanosa). Onmaxo, crnenmpudueckme KpacHTeNd, Takme Kak pPOJIaMHH HJIH  OpILICHH,
00HapYKMBAIOT 0YATOBBIC OTJIOKEHHS ME/IH MEHBINE, YeM y 10% MaHeHTOB BCIEACTBHE TOTO,
4TO OHM BBIIBISIOT TOJNBKO OTJIOXKEHHS Mequ B imsocomax [19]. Takum obpasom, daxrt
HaKOIUICHHA MEIH B TMEYCHH HE MOXKET OBITh HCKIIOYEH TONBKO T'MCTOXHMHYECKAM
MCCTIC/IOBaHHEM OnonTara TKaHM IedeHH. MeToioM BEIGOpA JUIS JIMATHOCTHKH OONe3HH
Buibcona sBnsiercs H3MepeHHME KOHIEHTpaMM MeIW B TKaHH [edYeHH. BHomTar Iy
KOJIMYCCTBCHHOTO ONPEICTICHUSA ME/IH JI0JDKEH OBITh MOMEINEH B CYXOif, HE CojepKamuii Me/b
KoHTeiHep. TpancmoprtupoBka obpasma He TpeGyeT CHeNHaTbHBIX YCJIOBH, TAKHX Kak
3aMopakuBaHHE. TOYHOCT M3MEpEHHs IOBBIAETCS NPH HCIOJIB3OBAHHH AJeKBATHOTO
KOJIH4ECTBA MaTepHasla: JUld aHAIH3a JI0JKeH OBITh B3ST MEIHHAP GHONTATa NIEYeHH JUTHHON He
meHee | oM. [TapadunnsupoBannbie 0Gpasibl TaKXKe MOTYT GBITH HCCIIEOBAHBI HA COLEPKAHHE
MC/IH, OIHAKO HAJIEKHOCTh M3MEPEHHs MOXKET OBITh CHHJKCHa TPH MaloM pasMepe obpasma.
Coneprkanue Me/I B TKAHH TIeYeHH> 4 MKMOJIB/T (> 250 MKT/T) CyX0ro Beca SBIISETCS HAHITYHIIHM
JI0Ka3aTeIbCTBOM HaH4us Oosiesnu Bunbcona [19]. CHuKeHHE AMArHOCTHYECKOTO mopora ¢ 4
MKMOJIB/T (250 Mkr/r) cyxoro Beca 10 1,2 MKMONB/T (75 MKI/T) CYXOro Beca MOBBIIAET
YYBCTBHTETBHOCTE MeToza ¢ 83,3 mo 96,5%, B TO Bpems Kak crnenu(WYHOCTH OCTaeTCs
JOCTAaTOYHO BBICOKOH (95,4% mpotu 98,6%). V HeleYeHHBIX MNAIMEHTOB HOPMATHHOE
conepxanue Me/u B eden (< 0,64 — 0,8 mxmours/r cyxoro Beca wimi < 40-50 MK/ cyxoro Beca)
uckmovaer auarao3 bBK [20].

YpoBens yOequTe1bHOCTH pekoMenIanus — B (ypoBeHb 10cTOBEPHOCTH 10KA3aTE BCTS - 1).
Kommenmapuu: 2nasnas npotnema onpedenenus KOHyeHMpayuu medu 6 MKAHU NeyeHU —
HePAaeHOMEPHOe pacnpedenenue Meou 6 neveHu Ha NO30HUX cmadusx boresnu Bunvcona. To ecme
KOHYeHmpayus meou mooicem Obimo 3anudicena npu owudke 6 3abope obpasya.

* PexomenoBano HCNO/b30BaHHe KOMMYECTBEHHOM IIKAJIBI 7T JHATHOCTHKH 60Je3HH BHIbCOHA-

Konosanoea (Jleknuur, 2001) [27] (taGa. 3).

YpoBeHb yOenTEILHOCTH PeKOMEH/IAIHH — B (YpOBeHb /10CTOBEPHOCTH 0KA3ATEIbCI B
- 1).
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KommenTapnii: «/letinyueckue kpumepuuy ona ouaznocmuku bonesnu Bunscona-Konosanosa

obradaiom — MAKCUM@ILHOU  OUAZHOCMUYECKOU  MOYHOCMbIO,  YYBCMBUMENIbHOCHb

cneyupuUHOCmb Opy2ux Memoo08 Onpedension ¢ Ux UCHONb306AHUEM KAK cmanoapma.

U

Tadoauma 3

Jlefinnurckas KOMTHYECTBEHHAS LIKAIA JUIS JIHarHOCTHKH bone3nn Bunscona-KoHoBasiosa

[Ipu3nax

BEIpakeHHOCTH

Bamn

Tunuunvie K1UHUYECKUE CUMRIMOMBI U RPUSHAKU

Komema Kaitzepa-®nefimepa Ha | Umerorcs D
pOTOBHIIE I'Ia3a OTCYTCTBYIOT 0
Hesponoruueckne cAMOTOMBI HiH| Tspkesnsie 2
xapaktepHble nposBieHAs TpH MPT| Jlerkue 1
rOJIOBHOTO MO3Ta OTcyTCTBYIOT 0
Konnentpanus HopmansHras (> 0,2 r/m wmm (> 200 mr/i) 0
LiepynonaasMiHa CbIBOPOTKH 0,1-0,2 r/n wim 100-200 mr/n 1

< 0,1 r/nm uma < 100 mr/n 2
TemonuTHYeCKas aHeMHUsI c| Mmerotes 1
orpunarenbHo mpodoii KymGea OTCYTCTBYIOT 0

/Tpyzue Memoosl UCC1e006aHUA

Conep:xanue MeJIM B ICYCHH B 5 pa3 BeIlIe BEpXHEH IPaHUIBI HOPMBI 2
(IIpM OTCYTCTBHH XOJIECTA3a) (> 4 MxoMonb/T win> 250 MKI/T)

0,8-4 MxoMoJts/T mim 50-250 MKT/T 1

Hopmansroe (<0,8 MxoMoms/T um <50 MKI/T)

Hanuupe poJaHWH- [O3MTHBHBIX TIpaHyil (Ipw
OTCYTCTBHH BO3MOJKHOCTH KOJIMYECTBEHHOTO)
OTIpe/Ie/IeHAS MEIH)

—

DKcKpenus Mead ¢ Mouol (mpH
OTCYTCTBHH OCTPOTO TelaTHuTa)

mm <57 Mir/cyT. x 1,73 M)

HopwmanbHast (<0,9 Mkmoms/cyT x 1,73 m? 0

BEImme BepXHeil TpaHuIlbl HOPMBI B 2 pasa ¥ MeHsbiue |1

BoJiee 4eM B 2 pa3a BBILIE BEPXHEH TPaHHIIBI HOPMBI [2

Hopmanesnas, HO moBbimaercs Gojee uem B 5 pa3s
BHIIC BEpXHell TpaHMIbI HOPMBI TIpH mpueme d-
NCHUIAUIAMAHA

3%]

MOJ’ICK}’HSIPHO-FCHGTH‘{CCK&H
JIHArHOCTHKA

MyTauuu B 2-X XpoMOCOMax -
MyTamuu B 1 Xpomocome 1
JledexThl MyTauii He BBIABICHBI 0

Humepnpemauua pesyibmama

J[narno3 ycTaHoBJICH
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JlMarHo3 coMHHUTENICH, HEOOX0IHMO UcclleioBaHue OOIBIIETo YHCTa >4
oKasaTenei 3
JIHar{o3 MaJOBEpOSITEH <2

VpoBenb yoeauTe/IbHOCTH peKOMEHIAUHH — B (YpOBeHb 10CTOBEPHOCTH I0KA3aTEILCTB - 3).
Kommenmapuu:  ouaenocmuveckas — wyecmsumenvHocmo — 94%,  cneyuguunocmv  94%,
RONOJICUMENbHAS  NpozHOCMuYeckas yennocmos 91%, ompuyamenvHas npocHOCMUYECKas
yenHocmo 97%.

Oco0eHHOCTH IHATHOCTHKH (YJbMHHAHTHOH mNe4€HOYHONI HeCOCTOATEJIBLHOCTH NpH
oose3an Buabcona.

KommenTapuii: [Tpu ¢hyioMunanmuoil neueHouHou HecocmosmensbHocmu npu 6oaesHu
Bunvcona-Konosanoéa 0CHOBHBIM OUAZHOCMUYECKUM NOKA3amMenem AGNAemcs MHO20KpAmHoe
noswitenue Konyenmpayuu ceobo0nol Medu 6 cvisopomke kposu. O6 3mom MOICHO CyOums,
paccuumas 3mo NOKA3ameNb, Uil KOCBEHHO HA OCHOGE NOBLIUEHUA KOHYermpayuu o0wei meou
npu Huzkom ypoere yepyronaasmuna [20].

JIpYTHMH  JIHArHOCTHYECKHMH  TI0KA3aTeNIsIMH  SIBJISKOTCS: CHUIKEHHE KOHICHTPalluH
reMorno6HHa KpOBH, NMOBBHIIICHHE KOHIEHTPAIMH CBOOOJHOTO TeMOrio0HMHA IUIa3MBI KPOBH
(4acTO MOJKHO ONpEJIEINTh BH3YalbHO), MHIEKC menounas docdaraza (8 ME/n) / obmmii
Gumpy6us (B Mr/wi) < 4, maaexe ACAT/AnAT > 2,2,

VpoBeHs y6euTeIbHOCTH PEKOMEH/IAIHH — A (YPOBEHB I0CTOBEPHOCTH I0KA3ATEILCTB - 2).
Kommenmapuu: komM6unayus 08yx uUHOEKCO8, KOHYEHMpayus c60000H020 2eMO2A00UNA NAA3MbL
Kposu u uHoexc wjenounon gocgamasel, umeem noumu 100%- yio OUAZHOCMUHECKYIO
YYBCMBUMENLHOCMb U CHeYUPUYHOCMb NpU  IMOM  JICUIHEY2POdICaloujemM namoiouiecKom
COCMOSHUU.

I'ncrosorudecKoe Hec/ie/l0BaHHE NEYCHH.

BHOTICHS TIeWeHH ¢ IMAarHOCTHUECKOHM MeNbI0 TI0Ka3aHa TOJNBKO B TOM Ciy4ae, eCIH
KIHHAYECKHE CHMIITTOMBl M HEHHBA3HBHBIE TECTHl HE IO3BOJIAIOT TOCTABHTH OKOHYATEIbHBIH
JIMArHO3, a TAKKE TIPH MOJ03PEHHH Ha JIPYroe HilH COITYTCTBYIONIEe 3a00I€BaHNIe IEYCHH.

OrneHka cojepXKaHWs MeJd B TeNaToOIMTaX TI'MCTOXHMHYECKHMH METOJaMH BechMa
BapualesbHa ¥ OTCYTCTBHE ee 0TnoxkeHuit e nekmodaer BBK [11].
VpoBens y6eauTeJbHOCTH peKoMeHIalud — B (YpoBeHb 10CTOBEPHOCTH I0KA3aTE/ILCTB - 1).
MeToabl BH3yaJAH3AIHH.
Jlnst BBISBIIGHHS XapakTePHBIX CTPYKTYpHBIX wn3meHenuii B I[HC uenecooﬁpmﬁo

HCTIOIB30BaTh MArHATHO-Pe30HaHcHy10 Tomorpaduio (MPT) Wi KOMITEIOTEPHYIO TOMOrpaduio
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(KT) ronoBHOro mosra. PaciuupeHne emyloukoB, atpodus kopsl U ctBona mosra npu KT
rOJIOBHOIO MO3ra HaOIIOJAIoTCs daine, Yem OujiarepaibHble 30HBI MOHHXKCHHOH IUIOTHOCTH B
obnacTn Ga3aIbHBIX TaHIIMEB. Bojlee BAXKHBIM JHATHOCTHYECCKHM METOJIOM NpH LepebpaibHoi
dopme 3a6oseBanus SBIAETCS MATHHTHO-pe3oHancHas Tomorpadus [20]. ITatonorus rooBHOTO
mo3sra Ha MPT oGHapykuBaeTcsl ¥ BCeX NAHEHTOB ¢ Goresnbio Buibcona-Konosanosa. MPT
BEISBJISET XapaKTEpHbIE OUard B TFOJOBHOM MO3re, a Takke Hecremuduueckyo muddysnyio
atpoduio Mosra. THNMYHA THIEPUHTCHCHBHOCTH CHTHaza B T2-pexume B obnactd
YeueBHIIE0OPA3HBIX, TATAMMYECKAX M XBOCTaThIX SJAEp, CTBOJA MO3ra, MO3kedka W Oemoro
BemecTBa. XapakTepHsM, HO peakuM MPT-cHMITOMOM B cpes3ax CpeIHEero Mo3ra SBISCTCS
KapTHWHA, HAOMMHAIOAS «THIIO THranTckol mauae. KT- u MPT-cuMITOMEI B psijie ClIy4aen
MOTYT OTIEPeKaTh MOSBICHAE KIMHHYCCKMX CHMIITOMOB.

HoBBEIM METOJIOM OIEHKH HporpeccupoBaHusi nupposa (¢pubpos3a) nedeHn ABIACTCA
snacTomMeTpus neyeHu [21].
VpoBeHb y0eIuTEIbHOCTH PEKOMEHIANNHA — A YPOBEHDb (10CTOBEPHOCTH 10KA3ATEILCTB -
2).
KOMMeHTApHH: MAKCUMANbHAS OUACHOCMUYECKAs MOYHOCME I1ACMOMEMPUU OMMEUEHd
GonbHbix co cmadueii ¢ubpoza nevenu F3 u F4, umo conocmasumo ¢ pesynomamamu

nonykonudecmeennoii oyenxu Gubposa (no aucmonozuueckou uwikane Metavir).

2.4 MHeTpyMeHTAILHAS IHATHOCTHKA

JI1st OLeHKH MPOrpeccHpoBanus uppo3a ((pubposa) neveHH METOAOM BEIGOpa SABISETCS
MACTOMETPHUS TIEYEHH.
VpoBens yoeAuTeIbHOCTH peKOMeHAaHH — A (YPOBEHb I0CTOBEPHOCTH 10KA3aTEIbCTE - 1).
KOMMEHTAPHE: 0/ C60€6DEMEHHO20 BbIABTEHUA NOBOUHBIY I(PeKmoe Xenamuoi mepanuu xe
peoice, yem 1 paz 6 200 0CYUjecmenNimb PEHM2EH0I02UHECKOe ULU YIbIMPA3EYKo6oe ucciedosamnue
HOYEK U MOYEBLIBOOAUJUX NYyMel.
2.5 Unas 1HArHOCTHKA

PeKOMEH/IyeTcs KOHCYIbTAls oQTaIbMOIOra ¢ OCMOTPOM CO INEICBOH namnoit. OHK
Habmonatores y 95% manueHToB ¢ 1epeOpanibHON ¥ MPHMEPHO y TOJIOBHHBI TAIHECHTOB C
aboMuHanBEHOMN Gopmoit 3abonesanus. Korma B riasax yBe/IHYHBACTCS KOHUCHTPALHS MEH 10
KPATHYECKOTO YPOBHA, TO IPOHCXOAMT (OPMHPOBAHME KONbIA KOPHYHEBOIO IBETA (PHCYHOK
Nel).

VpoBens yoeHTEAbHOCTH PeKOMeHIaluH — B (YPOBEHB 10CTOBEPHOCTH /IOKA3ATENLCTS - 2).
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Kommenrapun: opmansmonozuveckue nposenenus npu BB exmiouaiom é cebs konvya Katizepa-
Dnetimepa u MeOHYIO KAmMapakmy no muny «noOCOTHYXY. Konvya Kaiizepa ®neitwepa
npeocmaensiiom coboii OMnoJicenue Oeno3UMo8 MeOU Ha GHYMPEHHET NOBEPXHOCIU PO206UYbL 8
Oecyememosoil obonoyke. Buzyarusayus konvya Kauzepa @neiiwepa npouzeodumces npu
ohmansmono2ueckom ocMompe npu NOMOUU Lyenesoll Aamnel, UHO20a NpU NOMOWU 2OHUONUH3E,
6 0ANEKO 3AUEOUUX CIAOUAX 300NE6AHUS MOJICHO BUOEMb KOTbYO HEBOOPYICEHHBIM G32/ISLO0M.
T'opaszoo peoice npu BB ecmpeuaemcs pazsumue mednoi Kamapaxkmel 6 6uoe «NOOCONHYXA).
Kamapaxma ne énusem na ocmpomy 3penus u usyanusupyemes npu NOMOowu ujene6oii 1amnsl 6
6UOe cepo2o unu 3010Mo20 OUCKA HA nepedHeli 060104Ke XPYCIATUKA, OMm KOMOpO020 paoudnviio

OMX00Am VYU HA Nepugepuro Xpycmanuxa.

Puc.1 Konsna Kaitzepa-®neiimepa

e PexomeHayercss INpoBe/leHHE YibTpa3ByKoBoro wuccnenoanus (Y3M) opraHoB OpromrHOiM

TIOJIOCTH.
¥Yposenn yoeauTesbHOCTH peKoMeHAaHH — B (YpoBeHB 10CTOBEPHOCTH /IOKA3ATEIBCTB - 2).

Kommenrapun: no oannvim V3H mooicem 6Gvimb 6wisignena 2enamomezanusi ¢ Ougghysuvimu
USMEHEHUAMU NAPEHXUMbBL NEYEHU 8 BUOE 2UNEPIX02EHHOCTNU U MENK00YA2080U HeOOHOPOOHOCMU.
Ipu nanuvuu yupposa 6 napenxume 6U3yanu3UpyIOMCa y3ivl peceHepayul, cene3énHka yseiuyenda,

npu Y6emosomM OONNIEPOECKOM KAPMUPOBAHUU — NPUSHAKYU NOPMANbHOU ZUNEPMEH3UL.
¢ Pexomenayercs npoeeaenue pudposnacrorpadus neyeHu;

Kommenmapuu: ucciredosanue yenecoobpasHo 011 HEUHBAIUBHOU OYEHKU BblpANCeHHOoCmU

pubdposa nevenu npu bB.
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¢ Pexomenayercs nposeneHue MarHHTHO-pe30HaHCHOH ToMorpaduu (MPT) u koMmneioTepHOl

tomorpapuu (KT) rosoproro mosra

Kommenrapuu: naubonee uacmo ewisensiomes nomudcenue wniommocmu Ha KT u
eunepurmencusnocme cuenana 6 12 u T1 peacumax MPT 6 obnacmu 6azanvhbix A0ep 20108H020
Mmo32a. Taxoice 6b1A6AAI0MCA USMEHEHUS CUSHANA 6 0BIACMU CTNBOIIA 20106HO20 MO324, manamyca,
Mo3diceuKa 6 covemanuu ¢ oupysnot ampoghueil xopsl u 6en020 sewecmea 201061020 M032a.
Hsmenenus MP-cuznana om cmpykmyp 201061020 M032a MO2YM OMCYMCMEO8AMb CO CMEULAHHOT
¢opmoii 6onesnu Bunbcona npu Hanuwuu HesponOZUYECKOl CUMPMOMAMUKY 6 GUde mpemopa,
OU3APMPUU U UIMEHEHUS MBIUEHHO20 MOHYCA N0 IKCMPAnUPaMudHomy muny. B mooice apems
usmenenus Ha MPT u KT 201061020 Mo32a Mo2ym onepejcamv pazeumue HespoloZuiecKoil
cumnmomamuku 6 10% cayuaee 6Gonesnu Bunbcona u Geime o6pamumelMu Ha owe

MedbXxeramupyloujei mepanui.
JnddepennnanbHblii {Harnos

3anonospute I'JIJT (Gonesus Buibcona-KoHoBaoBa) MOKHO B cIydasx, KOrja MMeeT
MECTO COYETAHHE NPH3HAKOB IIOPAKEHHS I€YEHH W HEBPOJOTHYECKHX H/HIIM TICHXHYECKHX
cumnTomoB. IIpemonarares 3aboseBanne cieayeT y MOJIOABIX ITAHEHTOR B BO3pACTE MOJIOXKE 35
JET C OCTPHIMH H XPOHHYCCKHMH TCNaTHTAaMH M LHPPO30M II€YEHH TPH OTCYTCTBHH
HHPEKIMOHHOH NpHYMHBI 3a00JIeBaHHs, HMEIOIIMX HEBPOIOTHYECKHE W/HIIM TNCHXHYECKHC
CHMIITOMBI, 3MHU30/bI reMonu3sa, KymOc-oTpHIaTeIbHYI0 IeMOIHTHYECKYI0 aHEMHIO, KOIbIA
Kaitsepa-®uneitmepa Ha pajyxHoii o6oouke riasa, ceMelHbIii anamues [12].

Ha panneit cramum BBK u npn HeakTHBHOM 1Hppo3e (QyHKIMOHAIBHBIE II€UYCHOYHbIE
TECThI MOTYT ObITH HOPMAJILHBIMH HIIH MHHHMATBHO H3MEHEHHBIMHU. B Takux ciaydasx, 0coOeHHO
B orcyrcTBHe npu3Hakos mnopaxenus [[HC n konen Kaiizepa-@neitiiepa, muarHoctuka
3a0oneBanus 3aTpynHeHa. OTIHUMTENBHBIM TIPH3HAKOM TOPAXKEHHS TEYEHH [PH JAHHOM
3a00JI€BAHHH SBISCTCS OTHOCHTEIBHO HEOONBINOE YBEIMYEHHE aKTMBHOCTH TPAHCAMHMHA3 TIPH
HaTMYHH TSOKETTBIX HEKPO30B M BOCHAJICHNs B TKaHH nievueru [11,12].

3anonospute BBK moMoraer codetaHHe CHMITOMOB TOpakKeHWS TEUEHH C
HEBPOJIOTHYCCKUMH, TICHXHYECKMMH, a Takke JPYTHMH BHENEYCHOYHBIMH TpH3HAKAMH
3aboneanmns, TakuMH Kak KymGc-HerarmBHas reMoMMTHYECKas aHEMHS, B TOM YHCIE C
TEMOJTMTHYECKHMH KPH3aMH, HapyIIeHUs! (QYHKIMH MPOKCHMATBHBIX M JAHCTAIBHBIX KAaHAIBIIER

NOYeK, MOYeKaMeHHas 00J1e3Hb, JTUCHYHKINST THYHUKOB.
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Y tpetH GonbHBIX ¢ aGmomuHanTbHOM (opmolt BBK Moryr HabmomaThes

THIICPIPOTCHHEMHS, THIICPraMMarioOyIMHeMHs, TToBbINIeHHe ypoBHs 1gG, HamMYue pasiuaHBX
ayTOAHTUTEN, 4YTO MOXET 3aTpy[JHATh JU(PepeHUHANTbHBIH IHATHO3 ¢ AYTOUMMYHHBIM
renatutoM. IIpu 1poBeeHHN MEIBITHMHHUPYIOIEH Tepanunu OObMHO uYepe3 6-12 mecsues
JICYCHHUS OTMEYaeTCs MOJIHAsA HOpMalu3alus YpoBHeH raMMa-riio0yJIMHOB H ayTOAHTHTEJ, 4TO
CBHJICTEIBCTBYET 00 THOJIOTHYECKOH CBs3H MMMYHHBIX Hapymenuii ¢ BBK. V Bcex 6ombpHBIX
AayTOMMMYHHBIM TEIaTHTOM, HE OTBEYAIOIIMX Ha HWMMYHOCYNPECCHBHYIO TEparuio, Cleayer
uckmountsk BBK [13].
Kommenrapuu: wa paunet cmaouu BBK neofxooumo uckmowams npu nobom mune
eunepkuHesa. J[na Hee MUNUYHbL PA3HOOOPA3HLIE IKCMPANUPAMUOHbIE HAPYUIEHUSA, 6 NEePEYIo
ouepeds mpemop, OUCMOHUSA, XOpes, amemos, O0AU0OPAOUKUHe3Us. MU CUMNMOMbL MOZYm
uMemb PasiuyHble COYEMAnUs, U pa3eusaomcs 0OHOGPEMEHHO ¢ HAPYWeHUAMU peyl, 210MAaHUA
(o muny ncesdofy1bbapHO20 CUHOPOMA), XO0ObObL, KOZHUMUSHBIMU Hapyuwenusmu. B
DPa3zéepHymbix CMAOUsSX MOJICHO Habmodamb NUPAMuoHvle, MO3JICeYKOBble  CUMNMOMbL,
IRUCUHOPOM.

Kymanueckas maandecramus nopaxenuit [[HC y Gompasx BBK B 85% npoucxoaut Ha
2-3 JeCATHJIETHH W3HK. [IpH HaIMuMM HKCTpaNMpaMHIHBIX HapylIeHHH B COOTBETCTBYIOLIEH
BO3pACTHOM TpymIe HeoOXOAMMO NpPOBOAMTH AH(PEepeHIHATEHYIO IHArHOCTHKY C TaKHMH
HaceacTBeHHbIMEA OoesHsMu 1[HC Kak 10BEeHHIBHBIH TTapKHHCOHM3M, 00/e3Hb [ eHTHHITOHA,
HeifpoakanTonuTO3, 60J1e3HE Madano-/[xo3eda (cniuHonepedeIspHas aTaKCHsl 3 tumna), 6oe3Hk
Jliobara, HelpOHATBHEIH UePOMIHBI THIOPYCIHHO3, MHTOXOHIPHATBHBIE GoJe3HH, Oone3nb
Cerasa, NAHTOTEHATKMHA3a-aCCOIMHPOBAHHAA  HEHpOJIEreHepanus, OCIOXHEHUS BUU-
uHpexmun [13].

Xopes  THNHYHA JUI  ATAKCHH-TENAHTHIKTa3sHH,  CHHIpOMa Jlema-Huxana,
MHOK/JIOHHYECKOM OJIHMIICIICHH, TIJIyTapoBOH alMICMHH, MHUTOXOHIPHATBHBIX OonesHeti,
I'aHTJIHO3H/I030B, MaHTOTCHATKHHA3a-aCCOIIMUPOBAHHON HelipoiereHepaluH,
HelipoakaHTOIMTO3a, Oonesnu ['eHTHHITOHA, Xopen CHJleHXaiiMa, 0CII0KHEHHH BUY-undeximH.

Tpemop, MoxkeT ObITh, NPH Takkx 3abonepaHusx, Kak OoJse3Hb [TapkuHCOHA,
JCCEHIMabHBI TPEMOp, pACCESHHBIN CKIEpPO3, OHIOKPHHHBIC 3a00NCBaHMs, OYaroBbIC
nopaxkenus Mo3xedka [14].

JINCTOHHS XapakTepHa JUIS TEPBHYHBIX JHCTOHMH, Gonessnm IlapkuHcoHa, Oose3HH
[eHTHHITOHA, TAHTOTEHATKHHA3a-aCCOMHPOBAHHON HellpoereHepalliH, CIIHHONEPeOeIAPHOH
JlereHepanny, HelfpoakaHTonWTo3a, cuHjapoMa Jlema Hwuxada, aTakCHH-TEIaHIMIKTA3NWH,

JTM30COMAIbHBIX GOJIE3HelH, OpraHmIecKuX aMHHOALM/LYPHIl, MUTOXOH/IPHANIbHBIX 3a001IeBaHIH
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3. Jleuenne
3.1 KoncepBaTuBHOE JIcUeHHE.

OcHoBHBEIMH MeTOZaMH JieueHHs BBK siBisieTcs NpHMEHEHHE MeIbIIMMHHAPYIOUHX
TIpenapaToB, COOIIOICHUE CTPOTOil JIMETHI CO CHIXKEHHBIM KOJTMYECTBOM ME/IH B PAIMOHE H, IIPH
HEOOXOMMOCTH, IIPOBEICHHE TPAHCIUIAHTALIMH TTeYEHH.

[lensto Tepanuu B OECCHMNITOMHOH cTajud pa3BHTHS 3a00NIeBaHHS  SBISETCH
NMPEJAOTBPANIEHHE TOABICHHS TPHU3HAKOB 3aboyieBaHMst W HOPMaIM3alMs HM3MEHEHHBIX
nabopaTopHBIX TMOKa3aresiel; B CTAAUH KIIMHHYECKUX NPOSBIICHHUI — cTabMmin3anus ¥ YacTHIHas
perpeccusi OCHOBHBIX CHMIITOMOB 3a00JIeBaHHs, H HOpMaln3alus 1a00paTOPHEIX MOKa3aTeleH
[12].

Kommenrtapmii: Bech nepuod neuenus ModicHo pazoums na 2 ¢aswl: HavaneHyio gasy u
pazy nodoepoicusaroweti mepanuu. Kpumepuem nepexooa Ha nooOepiicusaiouyio mepanuio
A6NAEMES HOPMATU3AYUS NOKAzameneli 00MeHa MeOu npu 2-x noc1e006amenbHbIX UCCIEO0BAHUAX,
BLINOTHEHHBIX C UHMEPBALOM 6 3 MECAYA: CHUCEHUE YPOBHS c860000H0T Mmedu (< 1,6 MkMonv/n) u
ompuyamensuasn npoba ¢ d-neHuyuiIaMunoOM (NOBbIUUEHUE IKCKPeYUU MeOU ¢ Mool Ha Gone
npuema mecmo6oii 003wl (500 M2 ~ 7 me/ke maccwl mena) d-nenuyurramuna < 500 mxe/cym. x
1,73m2 unu < 8 mxM/cym. x 1,73m2 ).

Hopmanusayusn noxazameneti obmena Meou ceudemeibcmeyem 00 ucmoujeHuu 3anacos
medu 6 opeanusme (3a uckmiouenuem IJHC). Obbiuno conpoeodicoaemes Hopmanusayuen
axmusnocmu mparcamunas (AnAT, AcAT), umo sensemcs NPUSHAKOM 60CCMAHOBNEHUA

YENOCMHOCIU KNEMOK NeYeHU.
Juerorepanusi.

e Jlcucume BB pekoMeHIyeTCs HAYMHATE C JIMEThI, HAlPABICHHOH HAa YMEHBIICHHE
IIOCTYIIICHHS] MEJTH B OPraHu3M. Meib COIePKHTCS BO BCEX MHILEBBIX MPOJYKTAX, OITOMY
MIOJTHOE UCKIIHOYEHHE €€ MOCTYIIICHHS C THIIEH HEBO3MOXKHO.

Yposens yoeaureabHocTH pexomenaanuu — C (ypoBeHb 10CTOBEPHOCTH JIOKA3ATEIbCTB -

Q).

Kommenmapuu: 02panuvuéaiomcs npoOyKmbl ¢ 6bICOKUM COOEpIICAHueM Meou (nevenb,
Kpeeemku, opexu, uwoxoaao, epudel). Kax Munumym, 6 meyeHue nepeozo 200a Jle4YeHus,
ucnonbsyemes ceobodnas om meOu 600a, Npu  HeoOXOOUMOCMU  YCMAHABIUBAIOMCA
ouucmumensrble QuIbmpul ONA KOHMPONA YPOSHS COEPIICAnUs MeOU 8 8000NPOEOOHOU 600e,

m.K. npu ee 0OCMAasKe MO2ym UCNOIb306AMbC MeOHbie mpybul. 3anpewjaemcs ucno1b306ame
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MeOnyio nocydy ons npu2omoeénexus nuwu. Heobxooumo usbezamv npuema 6UMAMUHHBIX U
MUHEPQIbHBIX Npenapamos, cooepocauyux medv. uemuveckue pexomeHOAyUU NPugoosm K
3aMeO0NeHUI0  NPOSPeccuposanus 3ab01e6anus, OOHAKO He MOZYm UCNOAb306AMbCA KaK
eouncmeennan aunus mepanuu. Kpamko ouemy npu I'JI]] mooicno oxapaxmepuzoéamv Kak
MONOYHO-pacmumenvuyio. Pexomenoyemcs uckiioveHue npooykmos, cooepiicanue meou 6
komopuix npeeviuwaem 0,5 m2/1002, maxux xkax zepubsl, paxoobpasHeie, MOMMIOCKY, OpexXu,
WoKo1ao0, nevexv u opyzue cybompooykmel, 0COOEHHO 6 HauyanbHol ¢haze mepanuu (cymounoe

nompebaenue Meou 6 Smom nepuod He O0IICHO npesbuuams 1 me/cym).

Kpatine 0cmopodicHO  HYJICHO OMHOCUMBCA K NONUGUMAMUHHBIM — Npenapama,
cooepacayum MUKpO3IeMeHMbl, NUUJEELIM 000ABKAM, CPEOCMBAM UCKYCCMBEHHO20 NUMAHUA.
Mnoaue u3 nux codepoicam cymouHyl) HOpMY nOmpebnenus medu 3pocivim uenogexom (2
Me/cym.) u, no cyujecmay, A8NAOMCI MOKCUYHLIMU 015 nayuenmog ¢ BBK. Hmeromes coobuyenus
0 mom, ymo y eecemapuanyes nabarooaromes bonee nozonuli oebiom 3aboneéanus u MeoreHHoe
npozpeccuposarue. Oonako, 018 KOHMpoas 3a 060Ne3HbI) MOILKO COOMI0OeHUs Ouemsl

HeQOCMamovHo.

Ipu nanuyuu yenmpanu306anH020 6000CHADICEHUS KOHMPOIUPOBAML COOEPICAHUE MEOU
6 6o0e He mpebyemcs, Mmo20a KAk NPu HAIUYUU KOIOOYEE, CKEAJICUH U OPY2UX UHOUBUOYATbHBIX
UCMOYHUKOE 6000CHADIICEHUA HEeO0OX00UMO Onpedeisimb KOHYEHMpayuro meodu 6 800e u, npu
Heobxo0uMocmu, ucnoabzoeamsv coomeemcmeyrowue Guibmpsl. Credyem maxoice uzbezamo

XpaHnenus nuwu 8 Meodbcooepaicaiyeti nocyoe.

Xe/1aTHas Tepanus.

OcnoBubM 251emenToM Tepanui BBK sBisercs xenatnas tepamust. Ha nanabiii MOMEHT B
mupe ams gedeHus [JIJI (Oonesmm Buibcona-KoHoBanioBa) HCIONB3YIOTCS —CIEIYIOMAE
KOMILJIEKCo00pasyromme npenapatsl: d-neHAuIaMiad | yHETHOI [20].

e D-nenuyunnamun
D-neHuIunIaMAH — epBhIid H3 TIpenapaToB KOMIUIEKcooOpa3zoBaTeneii, KOTOPBIH Hadal
ucnons3oBathes NpH BBK. Mmenno ¢ Hagamom ero mpuMmeHeHuss B 1956 romy cBsizaHO
Kap/JIMHAJIbHOE H3MEHEHHE MTPOTHO3a NPH JaHHOM 3a00JIEBaHHH.

®opma BeITycka: TablIeTKH, TOKPEITEE 0booukoii, mo 250 mr, B ynakoske 15 mrT., mo 2
ynakoBke B kopooke uim o 100 wr. Bo drakone; kancymnsr mo 150 wm 250 mr, B ynmakoske 50
KarcyJ. [Ipenmapat BxoauT B nepeders AHBJITT [21].

Yposenb yOeanTEILHOCTH PEKOMEHIAIHH — A (YPOBEHb 10CTOBEPHOCTH 10KA3ATEJILCTR - 1).
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Kommenmapuu: D-nenuyunnamun a611emcs 0OHUM U3 CAMbIX MOUJHBIX, HO HECeNeKMUBHBIX,
KOMNIEKCOHO8, UMEIOWUX 6bICOKOE CPOOCMBO K 0BYXBAIECHMHBIM MEMANIAM, NPedicOe 6ce20 Meou
u yunxy. Ilpu e2o 66edenuu 6 opeanusm nPOUCXo0uUm bvicmpas MOGUIU3AYUL MeOU U3 MKaHell U
INUMUHAYUA C MOYOUL 8 6UOE KOMNIEKCA MeOb-NeHUYWIIAMUH.

On bvicmpo 6cacviéaemcs U3 JCeLYOOYHO-KUMEYHO20 MPAKMa ¢ O8YXNUKOBON KPUBOT
abcopbyuu 6 kuweuHuxe. Ilpu npueme d-nenuyuiiamuna ¢ nuwell  6CaAcCLIBAEMOCMb
ymenvuwaemes 6 yeaom na 50%. Obwan buooocmynnocme oyenusaemcea 6 40-70%. Ilocne
scacvisanusn oxono 80% npenapama HAxXoOuUMcs 6 YUPKYAAYUU 6 6UOE CEAZAHHBIX C NIAIMEHHBIMU
benxkamu unu onuzonenmudamu komniekcos. C60600H020 d-neHuyuiiamuna 6 niasme Mano, max
KaK OH popmupyem HeakmueHvie Oumepbl wiu ceszvigaemes c¢ yucmeunom. Bonee 80%
npenapama 6ul600UMCH U3 op2anusma yepes nouku. Ilepuood ezo nonyevieedenus cocmaensem
1,7-7 u.

B nauanvhoil aze mepanuu d-nenuyuniamur 0bviuno nasxawaemcs ¢ oosze 750-1500
mz/cym., pazdenennou Ha 2-3 npuema. Tax Kax npu npueme ¢ mayeil ecaceisanue d-
HEHUYUNIAMUHA YMEHBULACMCS, npenapam Heobxo0umo npunumams 3a 1 wac 0o, aubo uyepes 2
yaca nocne edwl, 3anueas 6000u. Ilockoneky uzeéecmHo, 4mo d-nEHUYUIIAMUH 6bl600UN
NUPUOOKCUH U3 OP2AHUSMA, HEOOX0OUMO OONOTHUMENLHO HAZHAYAMb NUPUOOKCUH 6 003e 25-50
M2 6 OeHb.

Hauano  npuema  d-menuyuiiamuma — 4acmo — CONpOG0JICOAemcs  yxXyouienuem
Hesponozuveckoti cumnmomamuxu nayuenma (6 10-50% cnyuaes). Ocobenno wacmo 3mo
npoucxooum npu yepeobpansibix gopmax 3aboresanus. Ilokazano, 4mo OaHHIU heHOMEH C6A3AH
C NOBBIULEHHOTI NPOHUYAEMOCTNBIO 2eMAMOIHYeparuiecko2o bapvepa y HeleyeHHbIX NAYUEHMOE
¢ Gonesuwto Bunvcona-Konosanosa. Medw, nocmynuswian u3 mxanet 6 Kposb 6 omeem Ha npuem
d-nenuyunramuna, okazsleaem MoKcuveckoe 6ozoelicmeue Ha 2010610t Mo32. 11o mepe neveHus
3abone6anus PYHKYUS 2emamosnyedaruiecko2o bapbepa 60CCMARABIUBAEMNCSA, U MOKCUYECKOE
deticmaue npenapama yMeHbulaemcs.

Ilepenocumocme  d-neHUYuIIGMUKAG 6 HAYane NeYeHUs MOJICHO YAYHUIUMb, HAYUHAA
mepanuio ¢ MunuMaibHulx 003 npenapama (125-250 ma/cym.) ¢ nocredyouum nepuoouyHsIM
edicenedenbbiM nogviuenuem 003vt npenapama na 250 me/cym. Ewe 00num cnocobom
YMeHbUIEHUA YacmOombl NODOYHBIX peakyuil 6 Hauanle levyenus sAGISIemcs npumeHexus d-
NEHUYULIAMUHA HA (POHE IKCMPAKOPNOPANLHOU 2eEMOKOPPEKYUU.

Aodexeamuocmb nevweHus QONNCHA MOHUMOPUPOBAMBLC NOCPEOCMEOM USMEPEHUA CYMOYHOU
IKCKpeyuu medu ¢ Moyoil. Jloza npenapama adexeamua, eciu Cymo4Han KCKpeyus Meou ¢ Mo4ou

Ha (pore npuema d-nenuyuniamuna Haxooumes 6 unmepeane om 300 do 1000 mxz/cym x 1,73 M
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wiu 8-16 mxmonw/cym x 1,73 s°. Ecau cymounas SKCKpeyus meou ¢ moyou eviue 1000 mxe/cym.
x 1,73 M (16 mxmonv/cym. x 1,73 m?), dna nPOGUIAKMUKY ROPAICEHUS NOYEK HE0BX00UMO
CHudIceHue 003bl. Dakmuyecku peus udem o mumposanuu 003w npenapama. Ilo mepe eviéedenus
u3ObIMKa MeOu U3 Op2aHUMa 8 X00e NeHeHUsi CyMOYHas SKCKpeyus Medu cHudicaemcs. B pazy
noooepoicusarouseti mepanuu ona dondicna konebamnca om 200 0o 500 mxe/cym. x 1,73 a2,

Ewe oonum Kpumepuem sgphexmusrocmu nevenus A614emes cymounasn 3KCKpeyus Meou ¢
Mouou nocne 2-x OHeti ommenvl d-nenuyuriamuna < 100 mxe/cym. x 1,73 M ww < 1,6
Mmrmonv/cym. x 1,73 M* u nopmanuzayus KOHYeHmpayuu c60600HO MeOU CbIEOPOMKU.

e Ilodounvie rpghexmui.

OcCHOBHBIM HeJIOCTATKOM d-TIEHHIMILTAMKMHA SBIISIOTCS €r0 MHOTOUHCICHHbIE TOO0YHBIE
3¢ dexTrl, KoTOphIe Habmonaores B 20-30% ciywaen. [TonararoT, 94To GOJNBITMHCTBO W3 HHX
CBS3aHbI C HECE/IEKTHBHOCTBIO (HecenupuueckumMu s hexTaMn CHIYKEHHS KOHIIEHTPAITMH ME/IH)
ynaneHus Meau. Kpome mMem d-neHHIMIIIAMHH CIOCOOEH CBA3BIBATE M BBHIBOJHTH M3 OPTraHH3Ma
MHOTHE JpYrHe MHUKDPOJIEMEHTEI, H NPEkK/Ie BCero MuHK [21].

Hcxomst u3 31010, U1 yMEHBIIEHHS T0G0UHBIX 3¢ deKToB d-IEHHIHIITAMHHA HEOGX0IHMO

MOHHTOPHPOBAaTh TEPAlHIO H HCIOIBb30BaTh €0 MHHHUMAIBbHO 3()(EKTHBHYIO 103y,
KOMOWHHMpPOBATh €r0 HCMONB30BAHHE C TperaparaMd [HUHKA (3TO HYXKHO HE TOJNBKO UId
YMCHBIICHHS BCACBIBAHHMS ME/IM B KHIIEYHHKE, HO M JUIS KOMIICHCHPOBAHHS I10TEPh LHHKA TIPH
TE€panuu XeIaTaMH ).
Yposenb yoeauTeabHocTH peKoMeHIaHH — B (YpOBeHb 10CTOBEPHOCTH 10KA3ATEIBLCTB - 2).
Kommenmapuu: 6adicHblM MOMEHMOM Ol YMeHbUleHUus Koauvecmea nobounvix s¢hghexmos
mepanuu A6NAemca C60e8PEMEHHBIU nepexod K noodepocusaioweli gase neveHus (CHudlcenue
00361 d-nenuyunnamuna oo 250-500 m2/cym, uru nepexod na npenapamu yunxa). Ilokazanuem
nepexody AGNAeMCA ompuyamenbkas npoba ¢  d-NeHUYUWUIAMUHOM U HOPMANU3AYUA
KOHYeHmpayuu c60600H01 MeOu Col6OPOMKU 8 2-X RAPHBIX C UHMEPBANOM 8 3 Mec. UCCIeO06aHUSX
oomena meou. Cmotikoe ymenbuieHue Cymo4Hou IKCKpeyuu Meou ¢ MO40t Ha (hone b1CoKOL 003bl
d-nenuyunramuna ceudemenbcmeyem 06 UCMOueHUU MKAHEEbIX 3aNaAcos Meou (3a UCKNIOYeHUeM
IJHC). 3anazovieanue co cHudicenuem 00361 6 Mom nepuod Modcem Ccnocobcmeoeams
NOBBIUEHUIO IKCKPEYUU C MOUOU OPY2UX 31eMEHmMO8 U NOGLIUIAMbL BEPOAMHOCHIL DAZGUMUS
no6oyHbIX 3¢hghexmos.

IIpoTuBonmOKa3aHUsIMH K NPUMEHEHHIO d-MEHMIMIUIAMHHA SBJISIOTCS arpaHyJIoIHTO3,
No4YeYHasi HEAOCTATOYHOCTh, HApYIIEHHS I'eMOI033a, IOBBIIICHHAS YYBCTBHTEIBHOCTH K d-
NICHUITHIUTAMUHY H JIPYTHM KOMITOHEHTaM npenapara [20].

YpoBenb yoeanTeIbHOCTH PEKOMEHIAIHH — B (YpOBeHb 10CTOBEPHOCTH 10KA3ATEILCTE - 2).
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Kommenmapuu: 6 ciyuae nosenenus nobouHvix s¢hhexmos, o komopwix nayuewm o0653aH
coobwums 6payy, NeKapcmeeHHoe cpedcmeo credyem HeMmeOleHHO OMMeHums, a nocie ux
NPeKPawerus €20 MOJICHO NO PEUeHUI0 6paya NPUMeHUMb NOBMOPHO, HAYUHAA C CAMOU HUZKOU
dozbl. Cnedyem cobaodamb Mepvl NPedOCMOPOICHOCMU NPU OOHOBPEMEHHOM NPUMEHEeHUU d-
NEHUYUALAMUHA U NPOMUBOBOCHANUMENbHBIX UMY OPY2UX CPEOCME, KOMOpbie MO2Yym 6bl36amb
HapYuieHUs QYHKYuU KOCMHo20 M032a.

[TaumenTam ¢ HapymeHUsSMH (QYHKIHH TT0YEK CJIEAYeT COOTBETCTBEHHO CHHKATh H03Y
JIEKapPCTBEHHOTO CPEJICTBA M MPUMEHSATH €r0 ¢ OCTOPOKHOCTHIO [21].
YpoBeHb yoeauTeJILHOCTH peKoMeH ann — B (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB -1).
Kommenmapuu: 6 ciyyae pazeumus Ha oHe NeveHus Nuxopaoky, HApacmauus npomeuHypuu,
NOAGNEHUA — 2eMAMYpPuy, NOPAJICEHUS  Je2KUX,  6bIPAJICEHHbIX — 2eMAMON02UYECKUX  UlU
HeEPON02UYECKUX —HAPVUEHUTl, MUACMEHUYeCKUX CUMRMOMOS, 2eMamypuu, B80N4AHOYHO-
NoO06HbIX peakyuti ulu Opy2ux madcenvlx NOOOYHBIX peaxkyuti npenapam OmMeHsAom u npu
HeobX00UMOCMU HAZHAYAIOM 2THOKOKOPMUKOCMEPOUObL.
B cayuae pazeumus u3onupoeannoli RPOMeuHypuY, eciu OHa e Hapacmaem u ne npesoluiaent 1

2/1, 1eyenue d-neHuywiiamMuHoM nPoOoIACAION, 6 OPY2UX CAYYASX - OMMEHAIoM.

e [Ipenapambi UHKA

Iperapars! IMHKA BIIEpBBIE ObUTH HCIOJTB30BaHO JuTs eveHust BBK B Hauane 1960-x ro108.
MexXaHu3M X JelcTBHs oTIHuIaeTces oT d-IeHAIaMuHa. LIMHK CBsI3bIBaeT MeIb B KHINEYHAKE
¥ TAKHM 00Pa30M HHIYIMPYET SHTEPOLHUTHBIA META/IIOTHOHEHH — GelIoK, GoraThii HMCTEHHOM,
KOTOpBI TpejcTaBnsier co0ol 9HIOTEHHBIH XemaTop METalIoB. CesizaHHass MeIp HE
abcopbupyercs ¥ BEIBOAWTCS U3 opranmsma ¢ kanom. [lockonbky Mep monanact B KT taxoxe
CO CIOHOM ¥ KETYJOUHBIM COKOM TEpAIAs IHHKOM MOXET CIOCOOCTBOBATE OTPHIATEIBHOMY
GasaHCy MeIH M CHHKATh ee HakoIUIeHue B opranusme. [k MoxeT 3 GeKTHBHO ICHCTBOBATE,
MHIYIEPYS MOBBIIEHNE YPOBHS MeTalIoTHOReHHa [21].
VpoBeHb y0eIUTEILHOCTH PeKOMEHAIHH — B (YpOBeHB 10CTOBEPHOCTH A0KA3ATE/ILCTE -1).
Kommenmapuu: npunumaemas 003a paccyumsléaemcs 6 MULIUzpammax npocmoz2o yuhka. Mna
g3pocibix u Oemeil cmapwieil 603pacmuoi epynnbl ona cocmasasiem 250 me/cym. 6 3 npuema
(0onyckaemes 2-pazosviii npuem) 3a 30 munym 0o eovl. Hcnons3yemas colb yuHKka (cyrvgham,
ayemam uau 2NFOKOHAM) He MeHAEM P PHeKMUSHOCb NPenapamad, HO MOJICem NOBAUAMb HA €20

neperHocumMocmau.
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B omnowenuu nobounvix peaxyuii co cmoponst KKT ommeuaemcs, wmo ayemam u
2NOKOHAM YUHKA JIYYULe NePeHOCUMDbL, YeM Cyabgam, HO Y pasHbix OONbHbIX MO Modicem
8apPbLUPOBAMD.

Ilpu coemecmHom npumeHeHUU NPeNnaApamos YUHKA € d-NeHUYwInaMuHoM UHmMepean
MedCOy NPUEMOM O0NJICEH COCMABIAMb He MeHee 2 4acos.

AJIeKBaTHOCTH TEpanmi¥ LUHKOM OILIEHMBAETCH HA OCHOBE JUHAMUKH KIHHHYCCKHUX H
nabopaTopHBIX TOKaszareneil (HOpMaaH3alus KOHIIEHTpAUWH CBOOOJHOH MejH, yMEHBIIEHHE
CYTOUHOH IKCKperuu Memu ¢ Mogoi <100 mxr/cyT. x 1,73 m? wm <1,6 MxMons/cyT x 1,73 M -
IIpH MOHOTEpAIy TipenaparaMy HHKa). Ha done nedenns cyTounas 3KCKpelus MHHKA ¢ MOYOH

JIOIBKHA TIpeBbimaTh 2 Mr/cyT. x 1,73 M? (30 mxmoss/cyT. x 1,73 M?) [22].

o IModounsie rghhexmei.

[Ipu mpUMEHEeHHH TIpenapaTroB IMHKA PErHCTPHPYETCs HE3HAYUTEIBHOE KOJTHIECTBO MOOOUHBIX
peakuui.

YpoBenb y0eauTeIbHOCTH PEKOMeHAANHH — B (YPOBEHB 10CTOBEPHOCTH 10KA3aTEILCTB -1).
Kommenmapuu: anasnoti uz noboynvlx peakyuii aensemcs pasopadicenue ciuzucmoti 06010uxu
JcenyoKa, 4mo Modicem 3agucemv om Go30eticmeus coau memaina. B nexomopuix pabomax
coobwaemcsi 0 Cyuasx NOGLIUIEHUA YPOBHS MPAHCAMUHA3 6 Havane neyenus. Llunk modicem
061a0ameb UMMYHOCYNPECCUBHBIM 3(PPeKxmom U yMeHbuams xemomarxcuc netikoyumos. Mosicem
NPOU30UMU NOBbIUIEHUE YPOBHS CbIGOPOMOYHOU NUNA3bl Wulu amuiasbt 0e3 KIuHUYecKux
nposgneHull naHkpeamuma. Ycuienue He8pon102u4eckoll CUMNMOMAMUKY NPU NPUMEHEHUU YUHKA
scmpeuaemcs pedko. bezonacHocmb 6blCOKUX 003 YUHKA ONA NAYUEHMOB C HAPYUeHUAMU

GYHKYUU nOYeK, NOKA He onpedenend.

3.2 Xupypruydeckoe jie4eHue.

e PexkoMeH/I0BaHO TIPOBEJIEHHE OPTOTONMHYECKOH TpAaHCIUIAHTAIMH TICYCHH TPH HATHYHH
nokasaHuil: paspuTHe (YILMUHAHTHON IICYEHOYHOM HEIOCTATOUHOCTH; HEIPPEKTHBHOCTH
Tepallid  XelaTopaMH MeOd B TEYeHHE HECKOJIbKMX MECAleB Yy TAalHeHTOB ¢
JIEKOMIICHCHPOBAHHBIM [IHPPO30M MCYEHH;, BO3HHKHOBCHWE TSDKEIOH Nporpeccupyromeit
NIEYEHOYHOH  HEJOCTATOYHOCTH  INIPH  CAMOCTOSATEJIBHOM  IPEKpAIlCHHH  JICYCHHS,
NPOrpeCCHPYIONIMX H HeOOpaTHMBIX HEBPOJIIOTHYECKHX HAPYIICHHUSX.

YpoBenb yoeauTEIbHOCTH peKoMeHIaH — B (YpoBeHB /10¢TOBEPHOCTH I0KA3aTeIbCTB -1).
Kommenmapuu:  evidicueaeMocms — nayuewmos 6 mevenue 200d NOcAe  YpeeHMHOu
mpancniaHmayuy N0 NoBoOYy PYIbMUHAHMHOU neyeHouyHou Hedocmamoynocmu npu BB

docmuzaem .70%, 6 Omcymcemeue mpancnianmayiu 6blJ’CUBAEMOCMb COCMAeIem eOUHUYHbIe
-
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cayyau. Ilpu mpacnianmayuu neveHu HA cmMaouu OeKOMNEHCUPOBAHHO20 YUppo3a NeyYeHu
BLIJICUBAEMOCMb NAYUEHMOB 8 medeHue 200a cocmaegnsem 95%, wepesz 5 19 nem — 83%, uepes 10
nem — 80%. Vayuwenue He6ponO2UYECKOU CUMPMOMAMUKU ROCAE MPAHCRIAHMAYUU
natodaemes bonee uem 6 50% cayuaes. OOHaro, eciu HEBPONOLUHECKAS CUMRMOMAMUKA
nepcucmupyem 6onee 2 nem Ha (hoHe NedeHUs, YIyduleHue pe3yromamos Nocie Npo6edeHuUs
OPMOMONUYECKOU MPAHCRAAHMAYUY NeYeHU Uil  NPOOOIJICEHUsl  XeAamopHOU mepanuu
Manoeeposmuo. Beiocusaemocms nayuenmos co cmewannol gpopmoit BB nocne nposedenis
MPAHCHIAHMAayUU neven Hudice no CPasHeHuio ¢ neveHouroll gpopmoil. Tpancnranmayus nevenu
NpuBoOUmM K HOPpMAIU3ayuu 00OMeHa MeOU, NOGLIUEHUIO YPOGHS YepylOniasMuHa 8 Nepevie
MecAYbl NOCTIE ONePAYU, CHUNCEHUIO IKCKPeYUU MeOu ¢ MO0t NOCe MPanChAGHMAayuu ¢ NOIHOU
Hopmanusayueti  OanHulX noxkazamenei Kk 6-9 Mecsayy NOCIEONEPAYUOHHO20 Nepuodq,

ucuesnosenuio koney Kauzepa-Dnetiuiepa y 6o1buuncmea nayueHmos.

3.3 UHoe euenne

IKCTPAKOPNOPATLHAS TeMOKOPPeKIHsl.

TToka3aHUsAMH K MCIOIB30BAHMIO METOJIOB KCTpakoprnopanbHoii remokoppekimu (31'K)
npu [TJ] (Gonesam Bunbcona-KoHoBanoBa) sBusioTcs: (yIbMHHAHTHAS —IIe4eHOYHAs
HECOCTOATELHOCTh, TEMOJIMTHUECKHH KpH3, JICKOMIICHCHPOBAHHBIM IMPPO3 NEUYCHH B paMmKax
TIO/I'OTOBKH K €€ TPAHCIUTaHTAIlHH, HauaJIo HJIH BO30OHOBIICHAE MeIb-2IHMAHUPYIONIEH Teparuy,
BHCIEPAIbHBIE HJIH HEBPOJOTHYECKHE OCTOKHEHHS MeIb-dJIMMHHUpYIOmeH Teparmuu. Llensio
JIeUEHHUs SBISIETCS MaKCHMAIBHO OBICTpOe CHIJKEHHE KOHIEHTpalMH CBOOOAHOH MeInH B
CHIBOPOTKE KPOBH U KOPPEKIHS BTOPHYHEIX TOMEOCTATHYECKHX HapyIeHui [22].

YpoBenb y6eauTeIbHOCTH peKoMeHAannl — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 2).
Kommenmapuu: yuumsléas, 4mo OCHOGHLIM NAMOZEHEMUYECKUM (DAKMOPOM NOEPeICOeHUs npu
T[] sensemes ce0600Has meds, npeonoumenue credyem omoasams NepPy3UOHHbIM ONEPAYUIM,
HanpaeneHuviM Ha ee sgexmusnoe yoanenue. Tax Kaxk c60600Has Medb HAXOOUMCA 6
CbIBOpPOMKE KPOBU 6 GUOE KOMNICKCO8 C AMUHOKUCIOMAMU U ONU20NENMUOaMU Memooamu
goibopa  ABIAIOMCA  KOHBEKYUOHHblE — Memoobl.  2eMopuibmpayus U CeleKmusHas
niasMogunrbmpayus (OCIeOHASA npu OMCymcmeuu 2enamo-peHalbHo20 CUHOpoMa), a maxoice
Memoosl HKCMPAKOPnopansHol noodepicku nevenu: MARS (monexynapuas aocopdyuonnas
peyupkyaupyiowas — cucmema),  Prometheus (FPSA — cenapayus u  aocopbyiud
ppaxyuonuposannot niazmel) u naasmoduapuiempayus. Ilepgysuonnvie npoyedypel He

OONIJICHBL CHUICAMb YPOBEHb YEPYIONIA3MUHA, AlbOYMUHA U (PAKMOPOS CEePMbIEAHUNL KPOBU.
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Obvem u kpamuocms npoyedyp 3a6UCAM OMm KOHYeHmpayuu c60600HOU Medu 8 niazme Kpoeu u
HeobX00UMOU CKOpOCMU ee YOaleHUs.

Cnedyem noMHume, 4Ymo NpuU HAIUYUU MEPMUHATLHO20 nopadicenus nevenu OI'K
AGNAEMCS TUUD «(MOCIMUKOM» K MPAHCRAGHMAYUU nevenu u oaem 6OTbHOMY 6pemsa 00AHCOamvCs
doHopckozo opeana. Cywecmeylowue 8 Hacmosujee 8pemsa KCMpaKopnopanbhvie Memoosl He
CROCOOHBL NOTHOCMBIO 3aMecmumb (PYHKYUIO neYeHu, a obecnevusaiom 1uuib ee N0OOePICanue 6
meyeHue HeCKOIbKUX MeCAYEE.

Couemanue IOI'K ¢ mepanueti xenamamu no3gonsem uHmexHcupuyuposamo yoanrenue
MeOU U3 OP2aHU3IMa U HUBEIUPOBAMb UX NOOOYHBIE Ihhexmbi.

Kpumepuamu s¢ppexmusnocmu nevenua A61A0MCA yayvuieHue obuje20 COCMOAHUS,
VMEHBUIEHUE BLLPAICEHHOCIU BUCYEPANLHOU U HEBPONO2UYECKOU CuMnmoMamuxy (ociabaenie
2UNEPKUHE306 U IKCMPANUPAMUOHBIX CUMRIMOMOG, CHUNICEHUE MBIUEYHO20 MOHYCA, YAYHUleHUe
KOOPOUHQYUU  OBUIICEHUN, APMUKYIAYUY, NOYEPKA, YMEHbULEHUeM MAJdCeCmu 6 npasom
noopebepoe), CHUdICEHUE YPOSHA CE0000HOU MeOU, HOPMAIU3AYUS OPY2UX 20MEOCMAMUYeCKUX
noxkazameneti [21].

Ilpu npasuivHom 6wiGope 6uda nepghy3uoHHoU onepayuu, MAaKMuku UHGYIUOHHO-
MPanCQY3UOHHOT Mmepanuu u ONMUMATLHOTU CXeMbl cmabunusayuu Kpoeu puck npoeedenus II'K

v nayuenmoe I'L]/] céo0umeca k MuHuMymy.

4. PeaOuauranus.

MenunrHCKas peaOWINTAINS TAIMEHTOB HANpaBlieHa Ha KOMIICHCALMIO HapyIICHHH
(hyHKIMOHMPOBAHHMS, ITPEKIE BCETO IIPH3HAKOB IIOPa)KeHUs IIEHTPAIbHOM HEPBHOM cucTeMbl. OHa
BKJIIO4YaeT B ceOst iedeOHYI0 QU3KYIbTYpy NpH 3a00neBaHUAX HEHTPAJbHOH HEPBHO CHCTEMBI H
TOJIOBHOTO MO3ra, JiedeOHyt0 QHU3KYyILTYpYy € HCIOJIb30BAHHEM amaparoB H TPEHAKEPOB NPH
3aboneanmsax [[HC u rojoBHOTO MO3ra, KOPPEKIHIO HAPYIIEHHs JBHUTATEIbHOH (YHKIHH IIpH
IIOMOIIA OHOJIOTHYEeCKOH 00paTHOM CBs3H, TOcOOME 10 BOCCTAHOBIEHHIO 11030-CTATHYECKHX
(GyHKOMI, IHHAMAYECKYIO MPOMPHOKOPPEKIHIO, MEIMKO-JIOrOoNeJHYECKYI0 IIpoLeaypy IpH
macharuny, MeTHKO-JTOTONeAnYecKasi MpoLeaypa INpH IH3apTPHH, MEIHKO-JIOTOIEIHYECKYIO
TOHATBHO-PHTMHYECKYIO TIPOIEIYPY, MEJAHKO-JIOTONEJMYECKYIO POLEIYPY ¢ HCHOIb30BaHHEM
HHTEPAKTHBHBIX HH(OPMAIIHOHHBIX TEXHOIOTHIA.

ITOCKONBKY OJKHIAETCs, 9TO HEBPOJIIOTHYECKOE COCTOSHHE MAallMeHTa HAaYHET yJIydImarses
TIPEMEPHO Yepe3 6 MECSIEB IMOC/Ie Hadyalla [IaTOreHeTHYEeCKOH TepanuH, BaXKHO, YTOOBI MallHEHT B
Iponecce JICHCHHUsS COXpaHsI HO3UTHBHBIH HaCTp()ﬁ H cTapajicsd COXpaHHTE KakKk MOMKHO fbomnpime

(H3HYECKMX BO3MOKHOCTEIH.
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Ec/iM malMeHT MCTIBITEIBACT KpallHUEe TPYAHOCTH B OOIMEHHH, MOTYT OBITH HMCIIOJIB30BaHbI

aJI(l]ﬂ.BHTHBIe JOCKH HIIHA JJICKTPOHHBIC YCTPOFICTB& KOMMYHHKaIlAH.

5. IIpodpnaakTHKa U JHCNIaHCepHOe Hal/oAeHue.

PeKOMEHIOBaHO B IPOLECCE KOMIUICKCHOTO NIEYEHHS MAlHeHTOB ¢ BB ocymecTBsTh
KOHTpOJIb TTOKa3arelieil o0mmero (KIMHAYECKOro) aHa/li3a KPOBH Pa3sBEPHYTOro, aHAIN3a KPOBH
OUOXMMHYECKOTO o0nIeTepaneBTHYECKOTrO (ompenencHue a.I(TPIBHOCT“H
alaHHHAMHHOTpaHc(epassbl B KPOBH, aKTHBHOCTH aclapTaTaMHHOTpaHc(epassl B KPOBH, YPOBHS
obero GuHpyOHHA B KPOBH, YPOBEHb OMiIMpyOnHA CBS3aHHOTO (KOHBIOTHPOBAHHOTO) B KPOBH,
onpefielieHWe AKTHBHOCTH IIENOYHOH (ocdarasbl B KPOBH, raMMa-TIIOTaMH/ITpaHcdepassl B
KPOBH, YPOBEHb KPEaTHHHHA B KPOBH, YPOBEHb MOHYCBHHEI B KPOBH), @ TaKXKe MPOBEICHHE
KOaryJiorpaMMbl  (OpHEHTHPOBOYHOIO HCCIEIOBaHUS CHCTEMBI T'€MOCTa3a): OIpeleIcHHe
POTPOMOHHOBOTO (TPOMOOILIACTHHOBOTO) BPEMEHH B KPOBH HJIM B IJIA3ME W MEXKIyHAPOIHOIO
HOpMaym3oBarHoro otHoweHust (MHO) He pexe 1 pasa B 6 MecslleB B [IEPHO/I PEMHCCHH HITH

Yale 1o MoKa3aHusM.
Vposens ybeauresbHocTH pekoMenaanni — C (YpoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB - 5).

6. Opranuzauus MeJHIHHCKOH MOMOIIH.

JIlnarsoctika W Tepanus BBK ocymectBiseTcs Ha 0ase CHenHMalM3MPOBAHHBIX
CTAlMOHAPOB TaCTPOIHTEPOIOTHYECKOTO (TeraToNOTHYECKOro) HpoQuiIs ¢ MPHBICYCHHEM
CIEYIOMNX CIEHAIMCTOB: BPad-racTpoOIHTEPOIIOT, Bpau-o(TaisMOoIIor, Bpay-HeBpoJior, Bpay-
TICMXHATP, Bpa4-He(poJior, Bpad-reMaTolIoT, Bpay - XHPYPr, MeIMIIHHCK I IIcHXomnor. [leppuyHas
JIMArHOCTHKA M HAYalo TepamuH ¢ OOJe3HBI0 BuibcoHa ocymecTBasercs Ha Oase
CIIENHATM3MPOBAHHOTO CTAllMOHApa ¥ BKIOYaeT B cpemHeM 30 Kolko-mHeH ¢ oOs3aTenbHOM
OILIEHKOM MeTabom3Ma MeIH, cTeneHd GuOpo3HpOBaHNs IEUCHOYHOH ITAPEHXUMBI ¥ HAPYIICHHS
[ICHXOHEBPOJIOTHYECKHX (DYHKIHH, C ONpeAEeNeHHEM IIOKa3aHHWi s CBOEBPEMEHHOIO
BBITIOJIHCHUS OPTOTOMHYECKON TpaHCIIaHTanuK neueHn. KoncepsarusHas Tepamus nIpoBOIUTCS
Ha 6aze KpyTJI0CyTOUHOTO WK JIHEBHOT'O CTAIMOHApA ¢ 00sM3aTeTbHBIM KOHTPOIeM 1abopaTopHBIX
nokasareJieif 1 nocseyomeif npeeMCcTBEHHOCTBIO ¢ aMOyIaTOPHEIM 3BEHOM 3/IPaBOOXPAHCHUS:
Ha 1 MecsIile Tepalui OCYIIEeCTBIACTCS eKeHEAENbHBIH KOHTPOb 1ad0opaTOpHEIX MOKa3aTe/leH
(oOmuii (KTHHAYECKHH ) aHATN3 KPOBY PA3BEPHYTHIH, 00IIEKITHHUYESCKUH aHATH3 MOYH H YPOBCHB
KpeaTHHHHA B KPOBH), Ha | TOy — exeMecsuHEIi, fajee | pas B 3 Mecsa, ¢ IPEEMCTBEHHOCTEIO

37



MeXUTy CTAIMOHAPHBIM W aMOyraTopHeM oTarmoM HaGmozeHus. CrienHatu3upOBAHHOE
CTAIMOHAPHOE HABITIOIEHHE OCYIIECTBIAETCA 2 pa3a B rojl Ha 6ase KpYTJIOCyTOYHOTO CTalHoHapa
WM Ha OGase JHEBHOTO CTalOHAapa TPH OTCYTCTBHH HEOOXOIMMOCTH 3aMECTHTE/IbHOH
AH(YIMOHHOI TEpaIiu, ¢ eKEMECTIHBIM aMOyIaTOPHEIM HAOJIONCHHEM ITAIlUCHTOB 110 MECTY
JUTEIbCTBA Bpayell CIENHAIMCTOB: TeMarpa W TacTPOIHTEPOJIOTa TIpH Ne4EHOUHOH |
cMemanHoil hopMax 3a601eBaHHS, ICHXOHEBPOTIOra | IICHX0JI0ra IPH CMEIIaHHOH bopme BBK.
PexoMeHjlyeTcsl peryiisipHoe amOynaTopHoe Halio/IeHHe 3a NallMeHTaMH (MOJMKTHHAYECKU I
MpHEM MM JIHEBHOM CTAHOHAp) C TOCTHTATM3AlHeil B CNCIMATM3HPOBAHHYIO KIHHHKY

(KpyTJIOCYTOMHOE OT/IeICHNE) B CITydae pasBHTHS OC/IOKHEHHIT 3a007IeBaHHMS.

7. JonosiHATeIbHAA HHpOPMALHs, BJUSIOIAA HA HCXO0A
3abosieBaHHs/CHHApPOMa

Bepemennocts npu 6o1e3an Buancona-Konosasiosa.

Boresns Buibcona-KoHOBAIOBA He SBISETCS MPOTHBONOKA3AHHEM JUIA GEPEMEHHOCTH.
Bo Bpemsi GepeMEHHOCTH, a B MOCJIEYIOMEM | B IIEPHO/I KOPMIICHHS IPY/BIO, OTpHIIATENTBHBIA
famaHc MeaM KpoMe COOJIOACHWS JHETBI M MEIMKAMCHTO3HOH TEpalvH IOJUICPKHBACTCA
JIOTIOTHATETEHBIM PACX0I0BAHHEM MEIH Ha CTPOMTEIBCTBO TKaHEH 11014, 4 B MOCICAYIOMEM Ha
nakrammio [21].

Hactymienne GepeMEHHOCTH JKENATeNbHO TOJIBKO IMOC/Ee HOPMATH3allMi aKTHBHOCTH

TpaHcamMMHa3 M Iepexona B (asy MOUICPKHBAIOMICH —TEpParHH. Jledenue He JIOMKHO
TIPEKPAIIAThCs, T.K. PACK IPEKPAIIICHAs JIEYEHHS BO BPeMsi 0epeMECHHOCTH IPEBOCXOHT PHCK NIPH
ero mpojo/pkenun [19, 22].
VpoBenb yfenTeILHOCTH PeKOMEHIANNH — A (YPOBEHD I0CTOBEPHOCTH I0Ka3aTE/ILCTB -1).
Kommenmapuu: Kk Hacmoswjemy 6peMeHu HaKonien O0CMmAamoyHbll Onblm mepanuu d-
NEHUYWINAMUHOM, — MPUEHMUHOM, — NPENApamaMu — YUWKa 60  6peMs  OepemeHHOCTuU.
Tepamozennocmos npenapamo§ e Ookasawa. Puck paseumus PyIeMUHGHMHOT NeYeHOYHOU
HEOOCMAMOUHOCIY WY 2eMOTUMUYECKUX KPU308 npu ommene mepanuu (u Kax ciedcmeue
MAMEPUHCKOTL U NEPUHAMATLHOU CMEPMHOCTY) CYUJECMBEHHO Nepesetiusaem puck paseumus
anHomanuti nooa.

Haubonvuuii puck mepamozenusix 8030eicmeutl Ha nioo npuxooumcs Ha I mpumecmp
Gepemennocmu. Xoms mepamozenHoe 6030eticmeue d-neHuyuwiiaMuna Ha nio0 He 0OKA3AHO,
pexomendyemcs cHudicenue 003vl npenapama 6 I mpumecmpe Gepemennocmu 00 250 m2 unu

nepexod Ha Mepanulo NPenapamamu YuHKA (603MOJICHA KOMOUHGYUS SMUX Npenapamos).
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IIpodonoicenue npuema npesicreti 0036l XeAAN08 MOJICem Npusecmu K 0eguyumy 6adlcHvx Ol
(opmupyowezocs opeanuzmMa nio0a MuKpO3NeMeHmos.

B IIl mpumecmpe yeeauuenue 003bl d-NEHUYUIIAMUHA MAKDICE HE Yenecoodpasno. Imo
C6A3AHO C MeM, YMO OH HApYulaem CUHme3 KoJdzenda u npu npoeedeHul Kecapesa ceyeHus unu
NePUHEeOMOMUU OZMOIICHO YXYOULEHUE 3ANCUBTEHUA NOCIEONEPAYUOHHBIX PAH.

JIns WHIMBHIYATH3AIMH W BO3MOXHOM KOPPEKIMH TEparnid BO BpeMs OepeMEHHOCTH
HeoOXomMMO peryisipHo (He pexe, deM 1 pa3 B 3 MecC.) KOHTPOJMPOBATH JIa0OpaTOpHBIE
TIoKa3aTeTH 0OMeHa Meau (IepyJIoNia3smMuH, o0mas u cBoOOIHAs MEIb CBIBOPOTKH, OasabHas 1
CTHMYJTHpOBaHHas d-IIEHUIMITITAMHHOM CYTOYHAsS SKCKPELHst MeH ¢ Mo4oi) [22].

[IpucranbHOe BHAMAHHE HY)KHO YACHATh HAIMYMIO BApUKO3HOTO PACIIMPEHMS BEH
nHIIeBoa (Tpu HeoOXOAMMOCTH KOHTPOIHPOBATH CTENEeHb PACIIMPEHHS BO BpeMst OepeMEHHOCTH
B CIICIHATH3HPOBAHHOM YYPEXK/ICHHH C YYaCTHEM OIMBITHOTO dHAocKommcTa). Ilpu Hamwdmu
BBLICOKOM CTEIeHH pacIUMpeHWsi BeH IIHIIEBOJa PEKOMEHIYeTCA MX JIHIHpOBaHME JI0
GepeMEeHHOCTH | MOCIIETYIONee TmaTenbHoe Hab/moeHue, 0COOEHHO Ha CTHIKE 2-3 TPAMECTPOB
[22].

VpoBensb y6equTebHOCTH peKoMeHAaHH — B (YPOBEHB 10CTOBEPHOCTH /I0KA3aTEILCTB - 2).
Kommenmapuu: npumenenue d-neHuyuiiamMuna 60 6pems 1aKmayuu He PeKOMEHOO08AaHO Hu
AMePUKAHCKOT, HU e6ponelicKoll accoyuayusmu no usyvenuio saboneeanuti nevenu. OOnaxo, 6
Aumepamype umeemcs JoCmamouro coobujeHull 0 npueMe NpPenapama 60 6pema rakmayuu es
HezamugHozo Go30eticmeus Ha pebenxa. Iloamomy, 6ce pexomenOayuu no JAeYeHuwio u

MOHUMOPUHZY 60 6peMs GepeMeHHOCMU PACRPOCMPAHSIOMCA U HA NEPUOD KOPMAEHUS 2PYObIO.

MeauKo-reHeTHYeCKOe KOHCYJbLTHPOBAaHHE H NpeHATAJTbLHAH IHATHOCTHKA.

B moGoii cemMbe, B KOTOPOii pouiics peGHOK ¢ PeIKHM HACIIE/ICTBEHHBIM 3a00IeBaHAEM
MM CEPHe3HBIMHM HAPYIICHHSMH MM OTKIOHCHHSMH B Pa3sBHTHH HEHW30€KHO BO3HHMKAIOT
BOIIPOCKI: TI0YEMY 3TO TIPOH3OILI0 HMEHHO B JIAHHOH CeMbE, KAKOBBI MIAHCH! POTHTH 37I0POBOTO
peGeHKa WM 9TO HYXKHO MPE/INPHHST, IS TOro 4TOOBI M30ekKaTh MOBTOPEHHS MOA00HOM
cutyanud B Oyayiem [19].

B HacTosee BpeMs ¢IMHCTBEHHON BO3MOKHOCTHIO MPeIyTpexieHus 6one3nu Buiibcona
SBIIACTCS MEIUKO-TeHETHUECKOE KOHCYIbTHPOBAHHE.
YpoBens y0eanTebHOCTH PEKOMEHIAINH — A (YPOBEHb I0CTOBEPHOCTH 10KA3ATEILCTB -1).
Kommenmapuu: bonesnn Bunwcona-Konosanosa (FBK) Hacnedyemcs Kak

aymocomHopeyeccusnuili npusHax. B amoii ceéasu pooumenu 6onenozo bBK  asiaomcs
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061U2AMHBIMU 2eMePO3UZOMAMY, NOCKOLKY KAJCObIU U3 HUX UMeem N0 00HOMY MYMAHMHOMY
auneno 8 20Mo102UNHOL Xxpomocome. I 'emepozuzomusie UHOUBUObL 6 AOCONIOMHOM YUCTIE CTYYAEs
He umelom kiuHuveckux nposenenuii bBK (8 Hexomopuix ciyuasx 0OHApysCUBaemcs CHUdNCEHUe
VPOBHS CblBOPOMOYHO20 YEPYIONIAIMUHA U NOBBIUEHHAA IKCKPeYus MeOu 8 Moye). _

B kasicooui nocnedyroweii 6epemenHocmu bpames U cecmpel poousuiezoci 60abHO20 ¢
geposmuocmelo 25% mozym maxoce Ovime GonbHbimu, 6 50% 6Gbimb acumnmoMamuiecKumMu
Hocumenamu (m.e. 2emeposucomami) u 8 25% pooumscs HenOPAadNCeHHbIMU U He HOCUMETSIMU.
THomomku 601bHO20 AGTAIOMCI OONULAMHBIMU 2EMEPOIULOMAMU.

ITockonvky wacmoma 2emepozuzom 6 obweti nonyiayuu npumepro paena 1:90-100
Yenoeex, 6epoAMHOCMEL Mo2o, ymo boavrotli ¢ BBK 6ydem umems bonvrozo pebenka, cocmasisiem
oxono 1:180 nosopooicoennbix.

Tax xax puck podumb 601bHO20 pebeHKa MUHUMANbHBIL, 6 Kaiuecmee adeKeamHoz0
CKPUHUH208020  mecma  MOdicem  paccmMampueamvcs  onpedenerue  KOHYeHmpayuu
YepyIONIAIMUHA CHIBOPOMKU NOCIE QOCMUdICeHUs pebeHKom 6o3pacma 00H020 2004 (UCKIIOYAA
HONYAAYUU € 6LICOKOU Yacmomoii poocmeeHHvlx 6Opakos). B eo3pacme nocie mpex nem
HACMOAMENbHO — PeKOMEHOYemcs NOGMOpHoe  buoxumuyeckoe uUccie006anue  (6KIoyas
onpedeneHue KOHYEHMpPAyUY yepyioniasMuna Col8OPOMKYU U SKCKpeyuu medu ¢ movot). Eciu 6
cembe Ovliu  udeHmuguyuposanel npuvunnele mymayuu 2ena ATP7B, Ouacnocmuxa
HOCUMENbCMBA MoJIcem Oblmb NPOBEOEeHA MONCKYIAPHO-2eHEMUYECKUMU MEeMOOaMU.

[TpeHaTanpHas THATHOCTHKA ITPH OEPEMEHHOCTH ¢ PHCKOM poxaeHus OonsHOro ¢ BBK
IIPOBOJUTCS IIYTEM MOJICKYISPHO-TeHETHYECKOTO aHaM3a (eTaIbHBIX KIETOK, IIOITYyIeHHbIX IPH
AMHHOTIEHTE3€ (0OBITHO OCYINECTRIEMBIM Ha 15-18 Henene OepeMEHHOCTH) HITH KIETOK BOPCHH
xoprona (Ha 10-12 memenme) [18]. Baxuo, uToOB 00a MYTAaHTHBIX AaUlels, SBIISIOMIAXCS
NpHYHHAMH 3a00JIeBaHUS B JTaHHOH KOHKPETHOH cembe, OBUIM HACHTH(QHUUIMPOBAaHBI 0O

IIPOBEJICHAS JOPOIOBOH THATHOCTHKH.

Pexomenayembie 00c/1e10BaAHUS.

VauTeIBasg CHCTEMHOCTH M NPOTPECCHpYIOIEEe TedeHHE 3a00NeBaHHS H BO3MOKHOCTH
Pa3sBHTHS HOBBIX BHCIEPATBHBIX NPOSBICHUN ¢ BO3pacToOM, NanHeHThl ¢ 6one3Hp0 Buiscona-
KoHoBanioBa [OKHBI HAXOIHMTBCS O] IIOCTOSHHBIM HaOMIOJEHHEM Bpaya, MKeJaTeIbHO
HMEIOIIETO OIBIT BeAEHHS TakuX OonbHBIX. CIMCOK HCCIENOBAaHHH, KOTOpBIE HEOOXOIHMO
IIPOBOJIMTh MCXOJHO M B IWHAaMHKe, IpHBENeH B Tabm.4. MHTEpBansl MexIy HCCIEIOBAHUAMH

MOTYT OBITE COKPAINIEHE] C YUeTOM TeueHHs 00Ie3HH v KoHKpeTHOro Goneroro [11].
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Ta6auna 4.

[Inan obcnenoBarms U HAOMIONEHAS MMAIIMEHTOB ¢ O0Ie3HBI0 Bunscona-Konopanosa B

HadalbHYIO a3y TepanuH .

cxoaHo
IToxasaTensb, METOI HCCIEIOBAHHS (w mo wawamal Kax e | Kaxele | Kaxasie Kaxnapie
Tepanuu) |1 mec 2-3mec [3-6mec | 12 mec
AHamHe3, KIMHHYECKHE CHMITTOMBI H I+ + -
OusnkansHOE 00CIenoBaHUe (TepamneBToM, [ H H -
HEBPOJIOTOM)
OO6muit aHamM3 KpoBH ¢ TpoMOOIUTAMH H I+ I+ H
O0mexIMHNYECKHIT aHAIN3 MOYH H - -+ -+
broxumuueckue MOKA3aTeIH, [+ + +
XapakTepU3yIOLIHe (OYHKIHIO HeUeHY|
(aneOymMuH, oOmMH u npsaMoil OMIMpPyOHH,
menounas pocharasza, AnAT, AcAT)
AnspaderonporenH + i
ITokasarenn cBepThIBAIONIEH CHCTEMBI KPOBH[H + ot
(nporpombur, MHO, ¢pubpuroren)
Obmas MeIb CEIBOPOTKH H H -
[epynonia3sMuH CEIBOPOTKH H- + -
HeuepynornasmunoBas (cBoGojHast) MeJbt + +
CBIBOPTKH
CyTouHas SKCKpeIHs MeIH ¢ MOYOH + + +
ITpoba ¢ d-meHuIHIIaMIHOM + - n
4 +4 H+4 H+4

CyTo4Hasi IKCKPELHs [IHHKA C MOYOH

5 + +
KoHIeHTpanus Meu B JIMKBOPE
buoxumugeckue noKasaresu,+ + B
XapaKTepH3YIOIHE GyHKIHIO TOYEK]
(KpeaTHHWH, MOYEBHHA)
Muxkpoansoymunypus/ L3 e +
MPOTEHHYPHA (CYTOUHAS TTOTEps OemKa)

4 +4 H-4 4

AMunasza, munasza
Koncynpranust OKYJIMCTA crt +
o ranmeMobHOMHKpOCKOTHEH
Y31 nevernu + + H
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KT wi MPT nedyenn - H-
D1acToMeTpHs MEeYeHH H- ~
KT wm MPT rosnosroro mosra (sryume MPT)+ +
Rh wmm V3U nouex u MBII H- -
JIHK nmarsoctuka +

P nepBeie 6 MECSIEB TepanuHy, oy MPH TEPAIMHK TpenapaTaMu [IHHKa,

L HAaYaNbHYIO (asy Tepammy, % 1pH uepebparbHBIX (opMax.

Yo (azy noaaepKUBAIONIEH TEpanuu;

BBK sBisieTcsi nporpeccHpylomum 3a00neBaHHeM M IIPH OTCYTCTBHH CBOEBPEMEHHO
HayaTOll TepanuH MNAlHEHTHl YMHPAIOT OT OCJOXHEHWH IMppo3a Ie4YeHH W/HIM pexe OT
MPOrpeccHpyIomeil HeBponoruveckoil cumnTomatukH. Ilpu sddexTuBHOCTH XemaTopHOH
TEpanM{ WM YCICIIHOM [POBEJCHHH TPAHCIUIAHTAIIMH 1IE4CHH TPOTHO3 3aboseBaHust
OraronpHATHBIH.

I[Tporno3 rnpu BB cBsi3aH cO CTENEeHbIO IEKOMITEHCAITHN NEUCHOYHbBIX QYHKIUH, TAKECTBIO
HEBPOJIOTHYECKOH CHMIITOMATHKH M TPUBEPKEHHOCTBIO Tepanmui. HopMannsaims ne4eHO9HbIX
(GyHKIHI TPOMCXOUT Ha 1-2 o1y Tepauu 1 He IIPOrPeCcCHPYET IPH IOIHOM BBIOIHEHHH BCEX
pEKOMEHAAIHiA.

Hesponoruyeckas cummnromaruka BB b wactHuHO oOparuMa npH  TEpanuH
XenaropaMy M TPOBEJCHHH TPAHCIUIAHTAIIMA TIeYeHH, YTO CBA3aHO C HeoOpaTHMBIMH
MOPaXKEHUSIMH TTOJKOPKOBBIX 1€ TOJIOBHOTO MO3Ta TOKCHYECKAMH KOHIICHTPAIUSIMH ME/IH.

KoncepparusHas Tepanus He () pexTrBHA NpH QyTEMHHAHTHOM TEUEHHH 3a007IeBaHHs.

KpHuTepHH olleHKH KayecTBa MeAHIHHCKOH NOMOIIH.

Ne Kpurepnii Ouenka
BbITIOJIHEHH S
l. BrmonHeHO Hecne10BaHue KOHIEHTPALMH YPOBHSI Ja/Her

LEPYJIOILUIA3MHHA B CHIBOPOTKE KPOBH Kaxkable 1-3 mecsima no
HACTYILICHUS] pEMHCCHH, H Jlajiee Kax/ble 3-6 MecseB (BO3MOKHO
Yale 1o NOKa3aHusIM)

8 BeiosiHeHO onpejiesieHHe CYTOYHOR IKCKPEIHH MecsIla 10 Ja/Her
HACTYIUICHHS PEMHCCHH, B Jajiee Kaxibie 3-6 MecsneB (BO3MOXKHO
Janie 1Mo MOKa3aHHsIM)

3. BBINOIHEHO onpe/ie/icHHeM MeIHu B Mode kaxasre | -3 Mmecsmia 10 Ja/Her
HACTYIUICHHS PEMHCCHH, U Jaliee Kaxable 3-6 MecsIeB (BO3MOXKHO,
Hanie 1o MoKa3aHusiM).
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BeimosnHeH o0mui (KIMHAYECKHT) aHATH3 KPOBH Pa3BepHYTHIA 1
pa3 B HeJIEJIEO Ha JTalle CTapTa Tepalluy, fajee Kax/ple 1-3 Mecsra
710 HACTYTIJICHHS PEMHCCHH, W Jlaee Kax/ibie 3-6 Mecsien
(BO3MOJKHO Halle 110 MOKA3aHMsIM).

Ja/Her

BEIMOJHEH aHATH3 KPOBH OHOXAMHYECKHH 00IIeTepaneBTHYeCKHi
(ompejieNicHrE aKTHBHOCTH aTaHHHAMHHOTpaHcdepassl B KPOBH,
AKTHBHOCTH acrapTaTaMHHOTpaHcdepassl B KPOBH, ypOBHs 00IIEro
OunupyOHHa B KPOBH, YPOBEHB OMIMPyOHHA CBS3aHHOTO
(KOHBIOTHPOBAHHOTO) B KPOBH, ONPE/ICIICHHE aKTHBHOCTH
meno4Hol (ocdarasbl B KPOBH, TaMMa-TIIOTaAMUIITpaHChepass! B
KPOBH, YPOBEHb KpPEaTHHHHA B KPOBH, YPOBCHb MOUCBHHBI B
KpoBH) 1 pa3 B HeZleMiO Ha HTAIC CTApTa TEPANHH, Jajee Kaxapie 1-
3 Mecsila 10 HacTYIUICHHUS PEMHCCHH, H Jlaliee Kaxibie 3-6
MecsieB (BO3MOKHO Yallle 10 IOKa3aHUAM).

Ja/Her

BeImoTHeH 00MEK TMHAYECKHI aHaIn3 MOYH 1 pa3 B HeJlelo Ha
Tane cTapTa Tepaluy, Aanee Kaxpie 13 Mecsua 10 HaCTyIUICHHS
PEMHCCHH, | J1aree KaxJipie 3-6 Mecsies (BO3MOXKHO Yalle 1o
TTOKA3aHUsIM).

Jla/Het

BeImostHeHa KoaryorpaMMa (OpHEHTHPOBOYHOE MCCIIEI0BAHNE
CHCTEMBI TeMOCTa3a): Olpele/icHHe TPOTPOMOHHOBOTO
(TpoMGOILIIACTHHOBOTO) BPEMEHH B KPOBH HIIH B IJIa3ME U
MEXIyHapOoIHOTO HopMai3oBanHoro otHomerns (MHO) 1 pas B
HeJlelio Ha JTare cTapTa Tepanuy, janee Kax/ple 13 Mecsua 1o
HACTYTUICHHS PEMHCCHH, H Jajee Kax/Ible 3-6 MecsueB (BO3MOKHO
Yamie 1o MoKa3aHusM).

Ila/Her

BrmosHeHO Y IIbTpa3ByKOBOE HCCIIEI0BAHHE OPraHoB OprOmHOMA
TOJIOCTH (KOMIUIEKCHOE) Kaxaple 3-6 Mecsies (BO3MOXKHO Jame 1o
MOKA3aHUSM).

Ja/Her

BrinosiHeHa D1acTOMETPHS TIEUeHH KaX/Iple 3-6 MeCAIeB
(BO3MOYKHO ballle 110 TIOKa3aHUsIM).

Jla/Het

10.

BeimorHEHa KOHCYJIBTAIHS Bpada-0dTarbMosIora ¢ 0CMOTPOM ¢
IIeJIeBOH TaMITON TIpH TIOCTAHOBKe JHArH03a Kax/ble 3-6 MecsIes
(BO3MOXKHO UaIIe 110 NOKA3aHHsIM).

Ja/Her

11

Brmonnena KOHCYJIbTAIlUA Bpa4a rCHETHKA ITPHA MMOCTAHOBKE
JUarHosa

Jla/Het

12.

BBINOTHEHO MOJICKYIISIPHO-T€HETHYECKOE HCCIICI0BAHNE MY TAIIHH
rena ATP7B npu noCcTaHOBKE J(Mar€osa

Jla/Her

13.

BeImonHeHO Ha3HAYEHHE Npenapara
TIEHHIHIIAMHH TIO)KW3HEHHO, €CITH HE HMEIOTCS
TIPOTHBOIOKA3aHHS

Ha/Het

14,

BHIMOTHEHO HA3HAYEHHE JUEThI, HAMPABJICHHOH Ha YMEHBIICHAS
MOCTYIUICHHS MEJ/IH B OpPraHu3M

Ja/Her
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IIpuno:xenune Al.

CocraB paboueii rpynmnbi

1. Kpenyx Hatanes Biagumuposna — Bpau ractposuTeposor, I'Y PKB.

2. Konrok JKanna HukonaeBHa — Bpay HEBPOJIOT BBICIIEH KATEropMH HEBPOIOTHYECKOTO
mucnancepa ['Y PTUBOB.

3. Cepuosa Anna Muxaii10BHa — Bpad HEBPOIIOT BEICIIEH KATErOpHH, 3aMECTHTEIb TJIABHOTO
Bpaya 1o meaunuHckoi yactu I'Y PITIBOB.

4. Harun Amina BaacoBHa — 3aBelyiomas KIMHHKO-IMarHocTHYeckoi naGoparopmeii 'Y
PI'BOB.

5. Hapuii IOpmii AnexceeBHY — IJIaBHBIH BHEINTATHBI PEHTTEHOJNOr, 3aBe/IYIOIIHI

KOHCYJIBTATHBHO-THATHOCTHYECKHM OTIEIIEHHEM

KiimHuveckre peKOMEHAIMA CO3/IaHEl HA OCHOBAHHH COBPEMEHHBIX MEXKTyHAPOIHBIX
KIIMHAYECKHUX PEKOMEHIAIHI 10 JHATHOCTHKE, JICYEHHIO M BEICHHIO MAIHEHTOB C OOJE3HBIO
Bunecona.

bone3ns BuibcoHa OTHOCHTCS K peIKAM HACIIEICTBEHHBIM 3a00JI€BAHHSM, UTO HCKITIOTAET
BO3MOJKHOCTb NPOBENCHHSI OONBIIMX KOTOPTHBIX H PAHIOMH3HPOBAHHBIX KOHTPOIHPOBAHHBIX
HCCIIEIOBAHUN M JUI CO3/IaHMs NPOTOKOJIOB JHATHOCTHKH M TEPAIHH MCIOIB3YIOTCS JIMIIE

TEMATHYCCKHE UCCICOIOBAHMS JKCIIEPTOB, OH}’GJ'II/IKOBZIHHBIC B ITIOCIICOHHUEC IBa ACCATHIICTHS.

IeaeBasi ayuTOpHst TAHHBIX KJIHHAYECKHX PEKOMEH1AIMIi:
Bpaun-racTposHTepoIorH;
Bpaun obmeil BpayeGHOH npakTHKH (cemeiinbie Bpaun);
Bpaun- tepaneBTsr

Bpaun-reneTuxu;
Bpaun-naGopanTsr;

Bpaun-naromopdornoru;

1.
2.
3
4,
5. Bpauu ynbTpa3zByKOBOH THATHOCTHKH;
6
7
8. Crynents MmeauuHCKHX BY308;

9

Obyywarommuecs B OpIRHATYPE W HHTEPHATYPE.
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Ipunoxkenne A2.

CnpaBo4yHbIe MATEPHAJIbI, BKJIIOYAS COOTBETCTBHE MOKA3aHHH K
NpHMEHEeHHI0 H IPOTHBONOKA3AHMIi, CIOCO00B NPHMEHEHHSI H 103
JIeKAPCTBeHHBIX NPenapaToB HHCTPYKIHH N0 NPHMEHEHHIO
JIeKapCcTBeHHOr o nmpenapara

JlaHHBIe KIMHAYECKHE DPEKOMEHJAIMM pa3paboTaHbl ¢ y4&ToM CIEAYIOMAX HOPMATHBHO-

TIPaBOBBIX JIOKYMEHTOB:

1. 3akon IlpumHectpoBekoit Monnasekoit Peciybimku ot 16 sHBaps 1997 rona Ne 29-3 «O6
OCHOBax OXpaHsl 310poBbs rpakaan» (C3MP 97-1);

2. TIpuka3 MUHHCTEPCTBA 3/(paBOOXPaHCHUS [IpuaHecTpoBCKoit Momnasckoi Pecrryomuku ot 1
Hos6pst 2022 roya Ne 894 «O6 yrepiaenuu [lepedHs KU3HEHHO BAKHBIX JICKAPCTBCHHBIX

CPEJICTB JUTS ME/IALIMHCKOTO PUMEHEHHSD (PerHCTpalldOHHBIH No 11398 or 25 HosGps 2022
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IIpunosxkenne b.
AJropuT™MBbl JelicTBHIH Bpa4a.

[TarmenT ¢ mogo3penueM Ha HonesHs Buibcona

JlmarsocTuka

KoHcyspTanmst Anarsos
IpOQHIEHOTO noaTBepKIeH?
CIICIHATHCTA
[Inanosoe
EcThb mokazanus K HabmoeHue y
Tepariu? npodHIEHOTO
CrieIamMcTa
Hasnavenue tepanuu
B CTaIlMOHApe
Y
MOH’HTO}JHHT COCTOSIHMA NMALMEHTOB,
MOJY4aloIIHX TEPANHIO
Jucnanceproe
Habmoexue, CrabmEnoe
TUTAHOBAs Focrmramisanus

cocTosHue?

Tepanus Ha oMY
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ITpunoxxenne B.

HNudpopmanus A1 NaLHEHTOB

bonesnr Bunbcoma oTHOCHTCS K uMceiy Haubosiee TPYAHO JIHArHOCTHPYEMBIX
3a0oneBaHUH TEYEHH B CBA3HM C JUIATEBHBIM OECCHMITOMHBIM TeYeHHeM, OCOOeHHO Ha
Ha4YaJIbHBIX CTaausX 3aboneBaHus, H OOJIBIIAM pa3HOOOpa3HeM KIMHHYECKOM CHMITOMAaTHKA. B
CBA3M ¢ 5THM BB Heo0Xo[MMO HMCKIIOHATh Y KaXJIOTO MalHeHTa BO3pacTa ¢ HEYTOYHEHHBIM
3aboneBanueM nedeHd. Paspaboran uétkuit anroput™ quarnoctuka BB, 4ro mo3sosser TouHO

HNOATBEPIHUTE UITH OIIPOBEPIHYTE HHATHO3.

CBoeBpeMEHHOE Ha3HA4YeHHE IaTroreHeTH4yeckod Teparmu mpu BB comporoxmaercs
perpeccoM KIIMHMYECKOH CHMITTOMATHKH, TIpeOTBpaeHneM (GopMHpPOBAHHS IUPPO3a MIEUCHH H
HEBPOJIOTHYECKOH CHMIITOMATHKH, YIYYIIEHHEM KauecTBa JKU3HH M COLHMANBHOHM amanTanuu

pebeHKa.
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[Mpunoxenne I'.

Il ka/ibl OLleHKH, ONIPOCHHKH H T.1., IPHBeAéHHBIE B TEKCTE KIHHHYECKHX

peKoOMeHJalHi.

@opmyJs! 1 pacyéra nuomanu nosepxuocrtu tesa (IIIIT)

— ®opmyna Moctennepa (Mosteller, 1987):

TIIT (M%) = VBec(kr) x poct(cm) + 3600

— ®opmyna [Tiobya u liobya (DuBois & DuBois, 1916):
TITIT(M?) = 0.007184 x Bec(kr)*** x poct(cm)’ 7

— ®opmyna [iobya u lio6ya (Momudukaims):

IIIIT(M?) = Bec(xr)*#?* x pocr(em)”’? + 139.2

— @opmyna Xeiikoka (Heycock, 1978):

TIIIT(m?) = 0.024265 x Bec(xr)*>7 x poct(cm)®-394

— Qopmyia ['exana u Jlxopsoka (Gehan & George, 1970):

TIIIT(m?) = 0.0235 x Bec(kr)™ 1% x pocr(cm)’42246

— ®opmyna Boiina (Biyd, 1935). Buumanue! Bec ykas3an B rpaMmax:

IIIT(M?) = 0.0003207 x Bec(r) (0-7285 - 00188 logj gmec(r)) x pocr(cm)03
- ®opmyna @yazumoro (Fujimoto, 1968):

TIIIT(M?) = 0.008883 x poct(cm)® 6 x pec(kr)? 44

— @opmyna Takaxupa (Takahira, 1925):

MITIT(m?) = 0.007241 x poct(cm)® 7 x pec(kr)’4%

ol



OleHKA TSKECTH COCTOSIHHSI M TIPOTHO03a Pa3sBHTHS 3a00/1eBaHust (Pa3/aes IKAJIbI)

JUIst OLEHKH TSHKECTH COCTOSHUS MAIIMEHTOB ¢ OOJIE3HEBIO Buiscona-KoHoBanoBa MOXHO
ucronszoears mkany H. IT. Tompmmreiina 8 Mogudukammn B. B. Tlonemyxka (tabm. 1). Ecmu
cymma Gamios < 10, cTeneHb NOPAKEHNS PACLCHUBACTCS KaK Jierkas, ot 11 1o 24 faioB — Kak

cpemHel TSHKECTH, 0T 25 0a/uIoB — Kak TsDKesas.

Ta6auna 1. Illkana omenkd Tsokectn cocrosmmst Gosbubix BBK (mo N. P. Goldstein, B

momubpukammu B. B. [Tonentyka)

Cumnrom BBIpaKEHHOCTh baut

Tpemop (OTCyTCTBYET 0

prisary

Jlerkuii ¥ peIKO BO3HUKAIONIMH B cpeHe()H3N0TOTHYECKOM MOJIOKCHHH

Cpe/HAi 10 aMIUTATY/IE, HE TIOCTOSHHbIH, OXBATHIBAIOIINA OIHY HITH JBef2
KOHEYHOCTH

Cpe/HHH [0 aMIUTTYJe € paclpoCTpaHeHHeM Ha DPYKH H HOT'H,[3
omonmpyromero  THNa, 3HAYATENBHO  3aTPY/HSIOUMH  OBITOBYIO
ea0MIIHTAIIHIO

|BBIpaH(eHHBIﬁ, reHepanM30OBaHHbI,  JAPOXKATEIBHBIH  TMIIEPKHHE34
KpYITHOAMILTHTY THBIH, paCTIPOCTPaHAIOIIMICS Ha MBIIIIBI TYJJOBHINA, IICH,
KOHEYHOCTE!, He TI03BOJISIONINI GOJIBHOMY 00X0MTECs O€3 MOCTOPOHHEH]

ITOMOIIH
Menneunsiii  |He mHapyiuen 0
TOHYC JTerkasi BA3KOCTE B MPOHATOPAX-CYIMHHATOPAX, crubaresx- pasrudaressx|l
VK M HOT, THIIOTOHHS
MBEInIeYHas pUTHIHOCTD OT YMEPEHHOH 10 cpejiHei 2
3HAYHTEEHOE W3MEHEHHE MBIIMIEYHOrO TOHYCA 10 IUIACTHYECKOMY THITY,|3

HO C COXpaHEHHWEM BO3MOXKHOCTH IPOM3BOIUTL IBHKCHHS B TIOTHOM
oOBeMe

TspkeTas dKCTpalMpaMHIHAs PHTHIHOCTh, TOMHBIH oObeM JBHKCHHHM
[TOCTHIACTCs C TPYJIOM HIIH HEBO3MOJKEH

Cnocobrocts |[HopmasbHast 0

am—y

XOIHTh HesnaunTe bHAS 3aMeUIEHHOCTE MIPH X0Ib0E WK OTIEIbHbIC H3MEHEHHS]
B TOXOJIKE NTPH MEPEIBHKEHHH BIICPET

BrIpakeHHAS 3aMeUIEHHOCTD [P HAJMIHA CIIOCOGHOCTH K IIPOXOXKIACHHIORZ
BCEro paccTosiHus €3 MOCTOPOHHEH IOMOIIH

(%]

ICriocOOHOCTB K MMPOX03K/IEHHIO BCEr0 PACCTOSHHA, HO JIHIIB C nocropomieﬁr
TIOMOIIBIO

HecrocoOHOCTE XOHUTH JIakKe ¢ TOCTOPOHHEH MTOMOINEIO

(CmaszanHAasi, MOHOTOHHAS, C HEIOCTATOYHOH apTHKYIAIHEH

4
Peus [HopmanbHas 0
1
2

CKaHHHpOBaHH&H peYb, roJIoc ¢ THycaBbIM OTTECHKOM, IPOKaHUC roloca
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BeipaxkeHHast Au3apTpus, ITPOM3HECEHHE OT/IENBHBIX CIIOB, TH3apTpHs 3
[Tpon3HeceHHe OTENILHEIX 3BYKOB, aHAPTPUS 4
['moTanue He Hapymeno 0
3ame UIeHHO 1
[TonepxuBanue, nceBno0yIb0apHBIH CHHIPOM 2
3aTpyIHEHHE TIpH TJIOTAHWH, IJI0TaHHEe B (DHKCHpOBaHHOM no3e (nexa i3
T.11.) "‘
o Tucdarus, 3HAYATEILHOE 3aTPY/IHECHHE IIPH TTIOTAHHH o E
PaBHOBecHe Hapymenwit Het 0
AHOPMAJIBHOE, HE BOCCTAHABIIMBaeMoe 0€3 IMOCTOPOHHEH MTOMOIITH 1
[TazeHne B cirydae OTCYTCTBHS IOJUICPIKKH 2
HecrocoOHOCTE CTOSTH HA HOTaX, MOCTABICHHBIX BMECTE 3
HecrocoOHOCTE CTOSTH Jae Ha IIHPOKO pacCcTaBleHHBIX Horax Oes| 4
ITOCTOPOHHEH MOMOIIH
YposeHb Slcaoe 0
CO3HAHHS Ornymenwe I crenenn 1
Ornywenue I crenenu, conop 2
Kowma | 3
Kowma II - 111 -
[Mopaxkenue  |[be3 uaMenenuit 0
NeYeHn ['enmatomeranmus 1
€HbIICHHE pa3Mepa IeYEeHH 2
[ umepTpodust MM rHIOTPODHS IIEUSHH B COUETAHWH C OTEKAMH, aclluToM,| 3
renaro-THEHAIbHBIM CHHIPOMOM, HKTEPUYHOCTBIO CKIIED
DKentyxa,  HapymleHMe — CO3HaHMs, TeMOJH3,  OwmpyOuHemmus,| 4
renaToOpEeHAIbHbBIH CHHIPOM
[lopaxenne  |be3 H3MEHCHHI 0
CENIE3CHKH CHHIpOM CKEHHpYIOLIEH Celle3eHKH 1
CruteHOMeranus 2
[Tpombonuronenus, aktuBHOe HakoreHne POIT (Tc-98) B mmockux u| 3
TpyO9aTBIX KOCTAX IIPH CKEHHPOBAHHUH
["enaTo-MEeHATBHBIN CHHAPOM, AHEMHS, JICHKONCHHS 4
Ocnoxuenns  |[HeT oclioxkHEHHI 0
npu Tepanun d-JlepMaTo3bl, TUCIEICHS 1
1AM Dx3alepbalys HeBPOIOTHUESCKOH CHMIITOMATHKH 2
Dx3anepOanus coOMaTH4eCKON CHMITTOMATHKH 3
Dx3anepbanis HEBPOJIOTHYECKONH W COMATHYeCKOW cuMmmToMmMaruku,| 4
rEMOJIH3, II€YCHOYHO-TIOYEYHas HEIOCTaTOYHOCTh, HedpoTHHeCKwil
ICHH/IDOM, IIUTONICHUS
llopaxenne  |Her nHapymeHmii 0
OYEK YMepeHHast apuTpounTypust (Jio 10 B ose 3peHus) 1
UleiikomuTypus 2
[IpoTennypus 3
[ToBBIIIEHME YPOBHSA MOYEBHHBI, KPEATHHHHA, OJIUTYpPHs 4
OTcyTcTBYET 0
He menee 1 roaa 1

33




Jleuenune d-|Or 1 no 3 ner 2
ITAM Ot 3 10 5 ner 3
IBonee 5 net 4
Cymma Gamos:
0 — HET KIIMHUYECKHUX 1 — 10 6ammoB 3 — 25 6annos,
MPOSIBJICHHIA 2 — 15 dannor 4 — 30 u 6onee Gannos

KommenTapuii: na cvmeny eil, 6 bruicatiuee épems Modicem npuimu Hosas wixana — Unified
Wilson's disease Rating Scale (UWDRS), komopas 6 nacmoawee épems 0opabamwieaemcs u
VMOYHAEMCAL.

[Tporro3 pasBuTHs 3a00JI€BaHHS IIPH CBOEBPDEMEHHOMN JMArHOCTHKE M HAYale JICHCHHS,
COOMIO/ICHAN TALMEHTOM PEKOMEHIAIHA 110 JIeYCHHIO M MOHHMTOPHHTY OJ1aronpHsTHBIHA.
[TaumeHTH HIYEM HE OTJIMYAIOTCS OT OKPYXKaIOMMX JmojieH. Yem mo3iHee MoCTaBiIeH AHarHo3 u
103Ke HAYATO JICIEHHE, TeM 0oJiee BHIPAKECHBI M MEHee 0OpaTHMBI ITPOSIBIICHAS 3a00/ICBAHHUS.

be3  neuenms  Oone3ns  Bunbcona-KonoBasioBa — fBJIAETCS — XPOHHYECCKHM
MPOTPECCHPYIOIAM  3ab0IeBaHHEM, TIPHBOISAIIMM K HMHBQIHJHOCTH M  COKPAIICHHIO
NPOJIOJKHTEILHOCTH JKU3HH MAIHEHTOB.

Haubonee wacroifi mTpHYIHHOW CMEpTH sBIstOTCS (YIbMHHAHTHAs II€UEHOYHAsS
HECOCTOATEIBHOCTE W TIEYEHOYHAs HEJOCTAaTOYHOCTh BCIE/CTBHE JEKOMIICHCHPOBAHHOTO
[IAPPO3a MEYEHH.

Pexxe neranbHBI MCXOJ HACTYNAeT B PE3yJIbTATE OCIOKHEHHH IMPOrpecCHPYIONIETO
MOpakeHusi HEepBHOH cucreMel. OxwupaeMas INPOJODKMTENBHOCTh JKH3HH y MAHEHTOB ¢

uepebpansHoit popmoii 3aboneBanusl, BbIIE, 4YeM ¢ a0OMHHAIBHOM.
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IlIkasa oneHkn ypoBHeii jocroBepHocTH HokazaTeiabeTs (Y /1) naa meronos

JHATHOCTHKH (IHATHOCTHYECKHX BMEIIATE/IHCTB)

Pacmudposka

Cucremarndeckne 0030psl HMCCHNEJOBaHMH € KOHTPOJEM pe(EepeHCHBIM METOIOM nm&l
cHCTeMaTHdecKui 0030p paH/OMH3HPOBAHHBIX KIMHMYECKHX HCCICHOBAHHH C NPHMEHCHHEM
MeTa-aHaIn3a

2 |OtnenbHble HMCCHIENOBaHMS €  KOHTpOJieM pedepeHCHBIM METOJOM HIIM  OT/CIILHBIC
PaHIOMH3HPOBAHHEIE  KIMHHYECKHE  HMCCIEJIOBAaHUS W cHCTeMarHdeckue  0030phl
McCIe/oBaHUM 000ro JW3aifHa, 3a WCKIIOYEHHEM pPaHIOMH3HPOBAHHBIX KIHHHYECKHX|
WCCIICIOBAHMI, C TPUMEHEHUEM METa-aHaTH3a

3 [Mccnemopanuss 6e3  mOC/IEIOBATENLHOTO  KOHTPOJIS pedepeHCHBIM  METOIOM  WITH
MCCIIC/IOBAHMS ¢ pe()epeHCHBIM METOIOM, HE SBJISIOIIUMCS HE3aBHCHMBIM OT HCCIIEAYEMOTO
METO/a M/TH HEPaHIOMH3MPOBAHHBIE CPaBHHTEIBHBIE HCCIICIOBAHUA, B TOM YUCIIE KOTOPTHBIE
HCCIICIOBaHHS

4  |HecpaBHMTe/IbHBIC HCCIIEIOBAHHS, ONTHCAHHE KIIMHHYECKOTO CITydast

5  |Ameetcs muibs 000CHOBaHHE MeXaHH3Ma JEHCTBHS WM MHEHHE 9KCIIEPTOB

Tabauma 2. Illkama omeHkn ypoBHe#l mocToBepHOCTH HoKasarenseTB (YJIJD)ans MeTonos

NPOMHUIAKTHKH, JTeUeHHs U peabuinTannn (MIpoQHIaKTHIECKHX, TeUeOHbIX, peabnIMTaMOHHBIX

BMEIIATEILCTR)

YA

Pacmudgposka

Cuctemarnueckuii 0630p PKH ¢ mpuMeHeHHEM MeTa-aHamm3a

2 |Otnensrsie PKU u cuctemarnyeckne 0630psI HecienoBanmii moboro au3aiina, 3a HCKITIOYEHHEM
PKH, ¢ npuMeHeHHeM MeTa-aHalu3a

3 |HepannomMu3npOBaHHbIC CPABHHTEIILHEIE HCCIIEI0BAHNS, B T.4. KOTOPTHBIE HCCIICIOBAHMUS

4  |HecpaBHHTeNbHBIC HCCIEAOBAHHS, ONHMCAHHE KJIMHHYECKOTO CIydas HIH CepHH CJIy4aes,
HCCIIE/IOBAHHS «CIy4ai-KOHTPOJIb»

5 [Mmeercs smmbe 0OOCHOBaHHE MeXaHW3Ma JEHCTBHS  BMEIIATEIbCTBA  (MOKITHHHYCCKHE

HCCHG)IOB&HPIS[) HIIA MHCHHE JKCIIEPTOB
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Taodauma 3.

[IIxana oneHkn ypoBHeii ydeauTesHOCTH pekomeraamui (YYP) s MeTonos
NpO(HIAKTHKH, MATHOCTHKH, JICUCHHS H peabuimTanmy (MpodHIaKTHIECKHX,

JIMArHOCTHYECKHX, Ie4eOHbIX, peaOUIIMTAIHOHHBIX BMEIIATEIBCTB)

YYP PacmudpoBka

A CHITBHAs PeKOMEHIanus (Bce paccMaTpuBaeMble KpHTEpHH d((EKTHBHOCTH (MCXO.BI)
SBISIOTCH BAXKHBIMH, BCE HCCJICIOBAHHSA HMMEIOT BBICOKOE HIIH YIOBIETBOPHTEIBHOE
METOIOJIOTHYECKOE KA4eCTBO, MX BBIBOJABI 10 HHTEPECYIOMHM HCXOHaM SIBJISIOTCS
COTJTAaCOBAHHBIMH)

B VeroBHas pexoMeHIaIs (He Bece paccMaTpiBaeMble KpHTepuH 3 QeKTHBHOCTH (MCX0/1bI)
SIBIISIFOTCS B&XXHBIMH, HE BCE HMCCIIE/IOBAHHS MMEIOT BBICOKOE HIIH YIOBJIETBOPHTECIBHOC
METOJI0JIOTMYECKOE KAYeCTBO H/MITH MX BBIBOBI I10 HHTEPECYIOIIHM HCX0IaM HE SBIISFOTCS
COTJTACOBAHHBIMH)

C Cnabasi pexoMeHjamus (OTCYTCTBHE JOKAa3aTeNbCTB HAJUICKAIlero KadecTBa (Bce
paccmarpuBaeMble KpuTeprH d(GEKTHBHOCTH (HMCXOMBI) SBISAIOTCH HEBAKHBIMH, BCE
HCCIIE/0OBAaHHs HMMEIOT HH3KOE METOJOJOTHYECKOe KadyeCTBO W HMX BBIBOJBI IO
[HHTEPECYIONMM HCX01aM HE SIBIISIOTCS COTTaCOBAHHBIMHU)
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CocTaB YKCNEpPTHOH rPYNIIbI 110 NPOBEICHHIO YIKCIEPTH3bI IPOEKTOB KIHHHYCCKHX
PeKOMEHIALMI 110 BONPOCAM OKA3ZAHHS MEIHIMHCKON NOMOIIH:

1.Ipencenaress dKeneprTHoii rpynmbi: Mannés Bsvecaas BaaguMupoBHY - TJaBHEI
CHENUaTuCT YIpaBleHust OPraHu3aliy MEIUIHHCKOH TTOMOIIM H PAacCMOTPEHMS oOpatneHui
rpaxgaH W opraEuzamui MuHHCTEPCTBA 3/1PaBOOXPAHCHHMS [punrecTpoBckod MongaBckoit
PecryGuKM, TJIaBHBI BHEINTATHBIH CHENHAIMCT IO  CKOPOH MEJMIMHCKON  TMOMOIIH
MuHuCTEpCTBa 3paBooXpaneHus [IpuHecTpoBekoit Monnasckoi PeciyOmku, riaBHbIH Bpad
TOCY/IapCTBEHHOTO YyUpeskicHus «PerHoHaTbHAA CTAHIMS CKOPOH MEIMIMHCKON TTOMOIIIHY
ropojia benaepsr;

2.3amecTHTEe L NpeaceaaTens 3KcnepTHoii rpynnei: Kpasmosa Aunmma I'erHaLeBHA -
IJIaBHBIH CTENMAIHCT YTPaBICHAsS OPraHW3aldd MEIMIMHCKOH IOMOIIM W pPacCMOTPCHHS
obpalieHuit rpaxIaH M opraHusaliii MHHHCTEpCTBA 3/paBOOXPAHCHHMS [TpunrecTpOBCKOM
Monzasckoii PecryGiuKy, KaHAMJAT MEIMIMHCKHX Hayk, moneHT Kadeapsr nejuaTpuw,
aKyLIEPCTBA ¥ 'HHEKOJOTHH METAIMHCKOTO (akyiIbTeTa rocy1apcTBEHHOTO 00pa3oBaTe/ibHOro
yupesxaerns «IIpuaaecTpoBekoii rocyaapeTsenHbi yausepcutet umenn T.1N. Illepuenkon, Bpad-
TeIHaTp, HEOHATOJIOT,

3. Cexkperapu 3KCNEpPTHOI rpynmbi:

1) I'ypeukass Ejena BajeHTHHOBHA - TJIaBHBIH CHENHATHCT YIPABJICHUS OpraHU3alii
MEIMIIMHCKOM MTOMOIIM M PaccMOTpeHust oOpalueHuii rpaxkiad ¥ opranusaimii MuHHCTEpCTBA
s3npaBooxpanenns [IpamaecTpoBekoit Moniasckoit PecyOmuki;

2) Komenesa Hartannsn HWropeBHa - TIaBHBIH CHENHAIMCT YTIPaBJICHHS OpraHH3allMH
MEIMIAHCKOI MTOMOIIM ¥ PACCMOTPEHHs OOpamieHuil TPa/iaH W opranmsaumii MunncTepcTBa
3pasooxpanenus [IpunaecTpoBckoit Mosiasekoit PecryGiuku.

4. YsieHs! JKCHePTHOI rpynmnel:

1) Teipdly Basepuss AHapeeBHA - Ha4YaIbHUK YIPABICHHsS HOPMaTWBHO-TIPABOBOTO,
JIOKYMEHTAIMOHHOTO, WHO)OPMAIMOHHOTO 00ECTeUeHHs ¥ CHCTEMHOIO aIMHHHCTPHPOBAHHS
MuBHCTepCTBa 3apaBooXpanenust [IpuaHecTpoBekoit Monasekoi PecmyOmkn;

2) Mapban Auacracusi AHTOHOBHA - HawanbHUK OT/esa OpraHW3aliH JIEeKapCTBEHHOIO
obecriedennst YTIpaBieHus OPraHW3alii MEIHIIMHCKOH MOMOMIM ¥ PaccMOTpeHHs oOparneHuH
rpaXkaH M opraHmzaiuit MunHCTepcTBa 31paBooxpaHenus IlpuaHecTpoBckoii Monnasckoi
PecnyGiinkn;

3) Okymxko Poctucaas BiagumMupoBHd - TIaBHBIH CHEIMAIMCT YIPABJICHHS OPraHH3allHH
MEIMITMHCKOM MOMOIIM W paccMOTpeHHs oOpalleHuii rpax/iad ¥ opraHusaimidi MuHHCTEpCTBA
3paBooxpanenns [IpuaHecTpoBckoit Mosnasckoit PecryOimku, KaHHAAT MEIMIINHCKHX HAYK,
JIOLIEHT, PYKOBOIMTEIb TOCYJAapCTBEHHOrO  00pa3soBATENBHOTO  YYPEKICHMS  CPEIHEro
npodeccronanbHoro  obpasosanusi  «lIpHmIHECTPOBCKME TOCYIapCTBEHHBIH MEIHIMHCKAH
kosne ok umenn JILA. Tapacesrgar,

4) Tapdys Heam ®uaunmnoBuy - JOKTOP MEJMIMHCKHX HayK, mpodeccop, 3aBeayrommi
Kad)eIpsl TPABMATONIOrMH, OPTONEMH H IKCTPEMaIbHON MEIMIMHEL MEMIIHHCKOTO (aKyIbTeTa
ITpumrectposekoro Iocynapereennoro Yuusepeurera umenu 1.1 Illesuenko;

5) T'opmkoB Huxoaaii MBaHoBu4 - TIaBHbI crenuannct YNpPaBiICHAS OpraHH3aAH
MEJIMIIHHCKOH TTOMOIIM M paccMOTpeHHs oOpalleHuit rpax/ial i opraHusanuii MuHICTepCcTBa
3/ipaBooXpaHenus llpuaHecTpoBcKoii MonaBckoit PecrnyOnWKW, [IJIaBHBIA BHCINTATHBIH
OTOPWHONIAPMHTONIOT W  YEeMIOCTHO-JIMIEBOH  XuUpypr MHHHCTEPCTBA  3JAPaBOOXPAHEHHS
IIpunrecTpoBckoit Monasckoit PecryOnukn, 3aBelylOIIHHl OTACJICHHS TOJIOBBI, WEH H
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BOCCTAHOBHUTENBHOM  XMPYPrHH  TOCYAapCTBEHHOTO  yHPCKICHHA «PecnybnuKaHCKast
KIIMATYECKas OObHULAY,

6) Kaumaseas Ouabra HuxonaeBHa - 3aBeIylomias OT/ICNICHHEM  JIOTIOJIHUTEIBHOTO
11poecCHOHATEHOT0 00pa3OBaHHA TOCY1aPCTBEHHOTO 06pa3oBaTeIbHOTO YUPEHKICHUS CPE/THETO
1poheCCHOHATLHOTO  00pa30oBaHMs «[IpHECTPOBCKHIl  TOCY1apCTBEHHbIH MEIHIIMHCKHI
komnepk mvenn JILA. TapaceBu4a»
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IKCNEepPTH3IA NPOEKTa KIMHHYECKHX pexomenaanuii
no cnenuagabnocTH «Hesponoruny»

BpaioM- HEBPOJIOIOM BhICLICH KBATHOUKALIMOHHOA KaTeropuu, 3as.
HEBPOJIOTHYECKUM OT/AC/ICHUEM N0 JIeUcHHI0 BonLupix ¢ HMEK ( AHTHOHEBPONIOTHA )
['V «PTUBOB» byrenko JK.A.

Ha akcneprusy, cornacuo Ilpukaza M3 IIMP NPEJICTABICH POCKT KIUHHYECKHX
pexoMenaaunii «I enatonenTukynspras aerenepauns (6ose3mn Buabcona -
KoHoBanosa)», Ha 46 nucrax, paspaGorannmiii B 2024 rojuy.

Cornacno Ipukaza M3 [IMP, sriieykasaniiii HPOEKT KJIHHUYCCKUX
PeKOMEHIalMIi NpeacTaBnen paboyeii rpynnoif B cocrase:
npenceaarens paboyei rpynnsi

Cepuosoit A. M. - 3aMecTHTeNs raBHOro Bpau4a ro se4ebHoi yacTu ['Y
«PTHUBOB», Bpaya-HeBPOJIOra BhICLIEH KaTeropmy;

4NeHOB paboyei rpynmnebi;

KonTtiok XK.H.-Bpaua-seBposora eeiciueii KaTeropuu HeBPOIOTHYECKOro
aucnadcepa I'Y «PTUBOB»;

Kpeuyn H. B. — Bpaa-racrposuteponora, I'Y «PKBy.

TutynsHas cTpannua npoekTa KIHHHYECKHX peKOMeHAaLMi COOTBETCTBYET
THIIOBOM THTYJILHOH CTPaHHILE, COTTACHO NPHIOKeHHIO No 4 K Ipukazy Ne 363
M3 IMP. Ipeacrasnennslii Ha IKCTIEPTH3Y NMPOEKT KIIWHHYECKHX PEKOMEHAALMIT
10 CBOEH THIIOBOH CTPYKTYpPE COOTBETCTBYIOT TpeboBanuam [Mpukaza Ne 363 M3
IIMP. B npoekTe KIHHUYECKHX peKoMeHaaLmii NPeNCTAB/IEHL! COBPEMEHHBIe
KJIaCCHHKAUMH NATONOTHYECKMX HapyLeHH] MpH renaToNeHTHKYIAPHOR
ACreHEpaUyH, NaTOreHe3 1 OCNOKHEHUS JAHHOTO NATONOrHYECKOr0 COCTOSHUA: Ha
COBPEMEHHOM yPOBHE, C 10Ka3aTeAbHON IPPEKTUBHOCTLIO OTPAKEHBI KAMHI KA,
neyeHue, npodunaxtTuka GonezHu Bunscona-Konosanosa, metosst u BH bl

peabuiIMTalMH, MPOrHO3 H HCXOIBI NpH Pa3sBHTHH OCOMKHEHUA NTaHHOTO
3abosieBaHu,

Ilpn onucannu B npoexTe KIMHIYECKUX pekoMeH AL YKa3aH ypoBeHb
ybOeuTensHOCTH OKAa3aTeNBCT, Lenecoo6pasHOCTH ero NPUMEHeH NS ¢ yuerom
YHHQHIMPOBAHHOM IIKANE! OLEHKH Y6eaUTeIbHOCTH J0Ka3aTenbeTs.

3amevanuii no NPEACTAaBIICHHOMY MPOCKTY KIMHUUCC

KHX peKOMeHnaLmii
IKCIEPTOM He BbISBIIEHO,

Kondnuxr unrepecos y BKCTIEPTA OTCYTCTBYET, O YEM 3a110MHe
OTCYTCTBHA KOHIIHKTA HHTEpECOBy.

26 nekabps 2024 roga, ----- ’(‘2 L“Q'JJJ;, -------------- ByTenko KA,

na «lexnapaims
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«Jlexaapauus OTCYTCTBHS KOHQIHKTA HHTEPECOD

ni Bl QuMHAHCOBYIO HIH APYIYIO 3aHHTEPECOBAHHOCTE B TEMC 06cyx/IaeEMOro
a Bamu cycueHua? OTMETBTE TONBKO OfMH Iy HKT:

Hmeere
JIOKYMEHTa, KOTOpas MOKET MOBIHATE
Ha Her

Vimens i Bbl Kakoe-u60 GpUHAHCHPOBAHHE HIIH BOSHATPRICHHE OT IPYNILI, KOTOPAs MMEET

uHTEpec K paspabaTeiBaeMOMY NMPOEKTY KIHHHYCCKHX peKoMeHIanni?

Ha ﬁ@

S _
Viaxute, noanylicra, CyMECTBYIOUHE CIOKHOCTH, KOTOPHIE MOTryT BOCHpPENMATCTBORATE
Baweii pa6ote, a Take HapynaT Baury ofbeKTHBEOCTD i cBOGOMY CyRaeHHA npyu paboTe Han

KIHHHYCCKHMH PCKOMCHIALHAMH:

ML

A, HIDKENOANHCABLIHACA, OTBETCTBEHHO 3aAB/IAI0, YTO BCE JNAHHLIE, W3NIOXKEHHBEIE B JAHHOMH
ACKTIapaluu, SBIAIOTCA NPABH/IbHBIMH H BEPHBIMH,

A rotos uHoOpMUPOBaTH Bac 0 MOGKIX H3MEHEHHAX, B BOIPOCAX, H3IOKEHHbIX BBIIIC.

Hara« Dy 44 LY. ouo W o A TO/ITHCE
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«J/leknapanss OTCYTCTBHS KOH(PIHKTA HHTEPECOB)

Umeere ni Bl QHHAHCOBYIO WM JIPYrYIO 3aWNTEPECOBAHHOCTH B TEME obcyknaemMoro
JOKYMEHTa, KOTOpas MOYXKeT Mos/HsTh Ha Baui cynenun? OTMETHTE TOJIBKO OMHE ITYHKT:
s

Ha Her /¢

Wmemn i Bel kaxoe-ni60 (GHHAHCHPOBAHKE HILH BOZHAIPANICHIC OT IPYIIILI, KOTOPas HMEEeT

HHTepec K pa3pabaThiBacMOMYy NIPOCKTY KIHHHYCCKHX pekomerntanni?

i
Na Her _ /7¢ecr

VKakHTe, IOXAMYyHCTa, CYLIECTBYIOLIHE CHOKHOCTH, KOTOPEIE MOTYT BOCHIPENATCTBOBATEH

Bameii paGore, a Takke Hapywmar Bauy oGsexTHRHOCTS H cBOOOAY CYRKICHUH NPH paboTe Hax

KITHHHYSCKHMH PCKOMEHIAIMAMH: ,: Y AL COCELL 75 A /f% Qots

.H, HIKeNOoAnHCaABIUniCH, OTBETCTBEHHO 3adBJIAI0, YTO BCE NAHHBIE, H3JIOKEHHBIC B IaHHOH
Iexjapalyy, ABIAITCS IPABHIbHEIMH H BEPHBIMH.

S1 roroB mHpOpMHpPOBaTE Bac 0 mo6kIxX H3MEHEHHAX, B BOIPOCAX, H3JIOMEHHEIX BRIIIE,

./ .

s paac
Jlata« 7 »7< A0,  ®HO /&fﬂé&é‘ /i nommacs /< 4
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«Jlexnapauus OTCYTCTBHS KOH(IHKTA HHTEPECOB»

Hmeere nu Bel Q)HHEHCOByIO MM JIPYIYIO 3aMHTEPECOBAHHOCTE B TeMe 0Ocy:kaaemoro
JOKYMEHTa, KOTOpas MOXeT NOBJIHATHL Ha Baum cyxienus? OTMETHTE TONBKO OIMH ITYHKT:

Ha

Hmemn ma Ber Kaxoe-nuﬁo QJuHchupouanne MM BO3HAI PARACHHE OT TPYIITibI, KOTOPAA HMEET

HHTepeC K paspabaThiBacMOMY NPOCKTY KNMHHYCCKHX PEKOMEH tativii?

a / H_ch
A Rt
Vkaxure, nokamyiicra, CYMECTBYIIME CIOKHOCTH, KOTOPLIE MOryT BOCTIPENATCTBOBATEH
Bameii paGore, a Taxxe Hapyiwar Baury o6rextuBHOCTS B cB000AY CywacHUM npu paboTe Hax

KIIHHHYCCKUMH PEKOMEHIAIHAMHE

S, HMXENONMMCABIIHICA, OTBETCTBEHHO 3asBJSI0, YTO BCC JAHHEIC, H3JOKEHHBIE B AaHHOK
JeKnapaluu, SBJIAIOTCA MPAaBHIEHEIME H BEPHBIMH.

S rotos HEGOpMEpOBaTE Bac 0 MOOBIX H3MEHEHHSAX, B BOIPOCAX, H3/IOKEHHEIX BEIILE.

Hara &S ». .’f’}: A%Z DOUO W 777 IO/IIHC
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«Jlekaapanus OTCYTCTBHS KOH(PJIHKTA HHTEPEeCcoBy

Wmeere nu Bbl QWHAHCOBYIO WIH JIPYIYIO 3aHHTEPECORAHHOCTL B TeMe oBCyiuaeMoro
JIOKYMEHTa, KOTOpas MOMCT NOBAuAThL Ha Bamu cyxgicuun? OTMersTe TOaLKO OIHH MYHKT:
Ha Her ;

Hmenn nu Bel kakoe-mubo PUHAHCHPOBAHME WM BOIHAIPARJIEHUE OT IPYIINLI, KOTOPas HMeEeT

HHTEpeC K paspalaTLinaeMoMy NPOEKTy KIHHHUCCKUX PeKOMEHAatMi?

Ja Her V

VEKaOKATE, MOXAMyHCTa, CYUIECTBYIOUIHE CHOKHOCTH, KOTOPHIE MOIYT BOCTIPEMATCTBOBATE

Bameit paGore, a Taroke Hapyar Bawy o0bekTHBHOCTE U cBoBosty cys/iennii npu pabore ral

KIHHHY9CCKHMH DEKOMCHIALIHAMHK

A, HIDKENONUCABIIMHCA, OTBETCTBEHHO 3aiBIIK0, YTO BCE JMAHHLIE, H3NIOKEHHEBIE B HaHHOM
ICKIapanuu, ABNAKOTCA MPABHJIbHEIMHA H BEPHBIMH.

A roror uHdopMupoeaTk Bac 0 moOkIX H3MEHEHHUSX, B BONPOCAX, H3JIOKEHHAIX BHIIIE.

7
s oK W oo W @/\/// mﬂnm@%}iv/é
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«/lexaapauHs OTCYTCTBHS KOH(INKTA HHTEPeCoB»

Myeete nn Bul UBAHCOBYIO WM JIPYTYIO 3AHHTCPECOBANHOCTE B TEME obcyxaaeMoro
AOKYMEHTL KOTOPS MOKET HOBAATS HA Banm cyuacienus? OTMeTHTe TOILKO OIHH IYHKT.

Ia Her /

Hasenn an B gakoe-1n0o iunancupoBanie min BosHarpadgiciise ot Ipynngl. kotopas uMeet

HHIepee K paspabaTbiBAeMOMY HPOEKTY KIMHHYCCKHX PEKOMEH/@LHHA?

Aa Her

VRawuTe, nowanyilera, CyHIECTBYIOIIME CNOMHOCTH, KOTOPbIC MOTYT BOCTIDENATCTEORATH

Bauweii paGoTe. a Takwe Hapywart Bawy oGbexTuBHOCTS H cBOBONY cyKaeHuit npu paboTte Haa

KIHHHYCCKUMHPEKOMEHAAUHAMH

HeL

. NHIKCTIOANHCABLINICH, OTBETCTBEHHO 3afABAAI0, YTO BCE [aHHbLIE, M3/IOKCHHLIC B JaHHOH
JICRIAPAIMA, ABJISIOTCH MPaBUTbHBIMH H BEPHBIMH.

A roros uudopMuposaTs Bac 0 mobLIX H3MEHEHHUX, B BOMPOCax, H3MOIKEHHBIX BbILIC.

Nara 4@/{; @EQBHO Z_‘%M %%Mﬂn%
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«/leKAAPAUNS OTCYTCTBHS KOHPAHKTA HHTEPECOB»

Hucere an B guuancosylo wim Ipyrylo JAMETEPCCOBAKHOCTE B Teme OGCYXIAEMOrD

AOKYMEHTE, KOTOpAt MOXeT nORIMATH Ha Bamm cymaemna? Oruersre TOALKO 0N ITyNKT:
a Her

a1 Bi KaKoe- 160 GUHANCHPOBANNE WK BOIHAIPAKICHHE OT IPYTIIL, KOTOPAX HMEET
MHTEPEC K PaIpabaTHRICMOMY NPOCKTY KAMHHSECKHX PEKOMEHARIMA?
Aa__ Her

Yraxure, noaatyficra, CyWICCTBYIOWNE CAOKHOCTH, KOTOPME MOTYT BOCHPCINTCTBOBATE

wm.:mwﬂmyoﬁmmnmnrmﬂmmm
KTHHHNCCKMMM PEKOMEHIAUMAMM:
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«Jlexaapauns orcyrcTBus KOHPAHKTE HHTEPECOB»

Hueere an Bu dumancosyro wm apyrywo WAHHTCPECOBAHNOCTE B TeMme  00CY X IaeMoro
AOKYMENTA, KOTOPAX MOKET HORTHATY Ha Batm cyxaerin? OrueriTe ToamKo 0/ TyHKT:
A Her ,,
Mm&mmmmmwmm
manwmmw

Aa_ Her

Vm noaTyicTa, CYmeCTRYIOUME CAOKHOCTH, KOTOPWE MOYT BOCHIPCIATCTBOBATS
BmﬁomnmmmmﬂmmnmmMmm

ﬂﬂl(‘f;’np/ 48 OUO %{%J‘Cdc;cﬁ% — %//‘
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