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BBenenne

Ha py6exe XX u XXI BB. MUPOBOE COOOIIECTBO CTONIKHYJIOCH C TJI00AIBHON
npo0IeMoi, UMeIoIIel He TOJIBKO MEUIIMHCKOE, HO U OTPOMHOE COLIMAJIbHO-
HPKOHOMHUYECKOE 3HaUCHHE, - TaHAeMHUEH XPOHMUECKUX HENH(EKITMOHHBIX
0011e3Hei, KOTOPBIE €KETOAHO YHOCSIT MIJIJTHOHBI KU3HEH, TPUBOIST K TSHXKEITBIM
OCTIOKHEHUSIM, CBSI3aHHBIM C TIOTEPEH TPYAOCTIOCOOHOCTH U HEOOXOAUMOCTHIO
BBICOKO3aTpaTHOTO JieueHus. Cpeau HuX 3a00JeBaHus OYEK 3aHUMAIOT BaKHOE
MECTO M3-32 3HAYUTEIbHON PacpOCTPaHEHHOCTH B TIOMYJISIIMU, PE3KOTO
CHIDKEHUS KaueCcTBa JKU3HU, BEICOKOH CMEPTHOCTH MAIIUCHTOB U MPUBOISAT K
HEOOXOAMMOCTH MPUMEHEHHSITIOPOTOCTOSIIIIUX METOI0OB 3aMECTUTEIIFHOMN Tepaniu
B TEPMUHAIBHOMN CTaUU - TUANINA3A U TIEPECaTKU TTOYKH.

Xponuueckas 6one3ub nouek (XbII) — 310 nepcuctupyroiiee B TeUCHUE TPEX
Mecs1EeB UK 0oJiee MopaXEeHUE opraHa BCJIEICTBUE JEHCTBUS Pa3TUYHBIX
ATUOJIOTHYECKHUX (PAKTOPOB, aHATOMUYECKON OCHOBOW KOTOPOTO SIBJISICTCS
MPOIIECC 3aMEIICHUSI HOPMaJIbHBIX aHATOMUYECKUX CTPYKTYp Pudpo3om,
MPUBOIAIINHN K €70 JUCHYHKIIUH.

Pacnpocrpanennocts XBII coroctaBuma ¢ TaKMMHU COIMATIBHO 3HAUUMBIMHU
3a00JIeBaHUSIMU, KaK TUIIEpTOHNYEcKas 00Je3Hb U caxapHbii auadet (C/), a
TaK)Ke OKUPEHUE U MeTa0OoInYecKUuil CUHAPOM. [Ipu3HaKK MOBPEKICHUS TOUYEK
W/WTY CHIKEHHUE CKOPOCTH Ki1yooukoBoi puibTparuu (CK®) BEISBIAIOT, KaK
MUHUMYM, Y KKJOTO JECITOro MpeicTaBuTes oouieit nomynsuuu. [Ipu sTom
CoIMocTaBUMbIE ITU(PBI ObUTH MOTYYEHBI KaK BUHIYCTPUAJIBHBIX CTpaHax ¢
BBICOKMM YPOBHEM KHU3HU, TaK U B PA3BUBAIOIINUXCS CTPAHAX COCPEIHUM U
HU3KHM JI0X0JIOM HacesieHus (Tabi. 1). Pe3ynbTaTel mpoBeeHHBIX
AMUIEMHOJIOTUUECKUX HccienoBanuii B Poccuun mokasanu, uro mpodiaema XbI1
JIJT HAILIEW CTPAHBI SBJISIETCS HE MEHEE OCTPOU.

Jleyenue He(ppOreHHO AaHEMUH

Cpenu npuyuH rocuTAIU3AINY U JieTadbHOCTH Y 00bHBIX X BI1 mepBoe
MECTO 3aHMMAaIOTCEPACUYHO-COCYIUCTBIE OCIOKHEHUA. Benymum
ocnoxHeHrnem anemuu npu XbII taxxe

SBJISICTCS MPOTPECCUPOBAHUE CEPICUYHO-COCYIUCTON NATOIOTUH,
MPOSIBIISIIOIIEECS] PA3BUTUEMCTPYKTYPHBIX 3MeHeHui Muokapaa, UbC u
XPOHUYECKOM CEpJICYHON HEJOCTATOUHOCTHIO.

AHeMUs accOIMUpPOBaHa C Pa3BUTHEM U TIPOTPECCUPOBAHUEM TUIIEPTPODHH
JIEBOTO KeyA0uKa,onpeaensemoi 6onee yeM y70% O0IbHBIX 10 HayajIa
3aMEeCTUTENBHOU noueuHou Tepanuu [4]. [lomararoT, 4T0 aHEMHS MOKET
3amycKaTh psijl MOCIEAYIONINX NaTOJOrMYECKUX PEAKII CO CTOPOHBI Kak
CEpACUYHO-COCYAUCTOM CUCTEMBI, TaK U BCETO opranu3Ma (3pPekt IauTeapHon
TUIIOKCHUH ), IPUBO/JIS K TTOCJIEICTBUSIM, 0OPAaTUMOCTh KOTOPBIX, HECMOTPS Ha
MOCIIAYIONIYIO €€ KOPPEKIINI0, OCTAeTCs JUCKYTa0eIbHO# [5, 6, 7].



[IpodunakTrika 1 KOPPEKIUS aHEMUU HAIIPaBJICHbl HA PEHO- U
KapIUONPOTEKLHUIO, YIYUlIeHHE KauecTBa ku3HU 00abHBIX XbBII, cHIKeHne
YacTOThI TOCHUTAIN3AIMH, YBEIMUEHUE TOJEPAHTHOCTU K (PU3NUECKUM
Harpy3Kam.

[To maHHBIM SMHUAECMHUOIOTHYECKUX UCCIICIOBAHMM, aHeMUs peructpupyercs y 5%
nanueHToB ¢XbII 1-2-if cranuii, y 15-20% - ¢ 3-it craaueit, y 50-55% - ¢ 4-ii
cranueit u 'y 80% manuentoB ¢XBIT 5-i cranuu [1, 3].

OcHoBHbIMU TpuunHamMu aHemuu npu XbII cioykaT HegoCcTaTOK BEIPaOOTKU
spurponodtuna (II10), neduuur xene3a, yMEHbLIEHUE CPOKA KU3HU
sputpounToB. CiaegoBaTenbHo, aHeMUI0 Ipu XBII MOKHO 0xapakTepu3oBaTh KaK
TUIOPEreHEPATOPHYIO (APUTPONOITUHICPUIIMTHYIO), CIPU3HAKAMH I'eMOJIH3a U
neduimra xenesa [5].

VY 6onbnbIX XBII 3-4-i1 cragun neduiuT sxene3a pa3BUBACTCS BCIEICTBHE
KpPOBOIOTEPH, BKIIFOYAs ATPOTCHHBIC (HEOMPABAaHHBIC aHAIN3bI KPOBH), TIPU
HEJIOCTATOYHOM IMOCTYIUICHUH KeJle3a C MUIIeH, MaTo0eIKOBOM TUETHI,
YMEHBIIIEHUH €T0 a0COPOIIMH B KEITYTOYHO-KUIIIEYHOMTPAKTE M3-3a aXxajla3uH,
npumMeHeHus GocdaTcB3pIBAIOIKNX MpernapaToB. JIeueHue aneMuu
npenapaTamMu dpuTpornodTuHa y 6osbHBIX XbII yBenmuuruBaeT moTpeOHOCTD B
&Kesese, MOCKONMbKy i cuaTe3a 10 /11 reMoryioOnHa TakuM OOJIBHBIM TpeOyeTcs
150 mr xene3a. [ToaTomMy JIe4eHUEIPUTPOIIOITUHOM SIBIISIETCS HAPSTY C
KPOBOTIOTEPSIMU OJHOM M3 TIPUYUH Pa3BUTHS XKeJe30/1epuiura, o0COOCHHO ecliu
OOJIbHBIE HAXOIATCS HA TPOTPAMMHOM IeMOThAJTN3e

B psine kmuHUYECKUX UCTIBITAHUN ObLIa IPEANPUHSATA MOMBITKA OLIEHKH TOTO,
KaKue MPEMMYIIECTBA MOKET J1aTh IMOJHOUEHHAS KOPPEKIUS AHEMUU T10
cpaBHEHHIO ¢ yacTuuHOU. Tak,B 2006 r. ABa KPYMHBIX PaHAOMU3UPOBAHHBIX
KOHTPOJIbHBIX HCCIIeIOBaHus Y manueHToB ¢ XbII nmokaszanu, 4ro noiHas
KOPPEKLKs aHEMUU 110 CPABHEHUIO C YACTUYHON HE CHUYKAET YaCTOTY
KapJIMOBACKYJISIPHBIX COOBITUH [3] UM Take MOBBIIIAET PUCK PA3BUTHS
MEPBUYHBIX KOMOMHUPOBAHHBIX CEPJICYHO-COCYIUCTHIX KOHEUHBIX Touek [4]. B
uccienoBannu TREAT y nuabeTukoB He BBISBICHO MOJIOKUTEIBLHOTO BIHSHUS
MOJIHOW KOPPEKIMU aHEMHUH Ha BBIXKMBAEMOCTh MALUEHTOB, B TO K€ BPEMS
JOCTIKEHHUE TEJIeBOM KOHIICHTpauu reMorioonna B13 1/171 ObI10 CBSI3aHO C
MOBBIIIEHUEM PUCKA PA3BUTHS MHCYJIBTA U TUMIEPTEH3HUH, a TAKKE BEHO3HBIX U
apTepuaIbHBIX TPOMO0IMOOTMYeCKUX coObITHiA [41]. B cBs3U ¢ 3 THM
OOJBIIMHCTBOIKCIIEPTOB CYUTAIOT OMTUMAIBHBIM 11eJIeBOi ypoBeHb Hb 110 r/n
(11 v/mr), KOTOPBIH MO3BONSET N30€KATh HEKOHTPOJIMPYEMOT'O POCTA
KoHIeHTparuu Hb, mpomoipkaromnierocs mocie OTMEHBI Iperapara.

Koppexkuuns anemun npu XbII C5 cragun Ha OCHOBE NpUMEHEHUS
3PUTPONOIZCTUMYIUPYIOIINX ar€HTOB U MPENapaToB KeJie3a B HACTOSAIIEE BPEMSI
SIBJISIETCSL OJJHUM U3 OCHOBHBIX MPUHIIMIIOB BEJICHUS TaKUX OOJIbHBIX. bosee
CJI0’KHO OLICHUTh MOAXO/bl KKOPPEKIIMKA AaHEMHUH Ha JoAuann3HbIX craausax XbII.
MoxkHO OBLIIO 0XKUJATh, YTO PAHHEE JICUEHUE AaHEMUU JIOJKHO 3aMEJISITh



MPOrpECCUPOBAHUE KAK TOUEUYHBIX, TAK U KAPAUOBACKYJIAPHBIX MOBPEXKICHUIM.
[Ipu 3TOM cexyeT UMETh B BUY, YTO C YUETOM TaK Ha3bIBAEMBIX IIEOTPOITHBIX
sapdexToB II1O MOKHO pacCUUTHIBATH HA €r0 PEHO- U KapIUOIPOTEKTOPHBIE
3¢ (PeKThl HE3aBUCUMO OT BIUSHUSA JAHHOTO TOPMOHA HA HPUTPOIIOI3

Jleuenue aneMuu 0OOBIYHO MPOBOJIAT B JIBa 3Tana: B (paze KOppEeKIuu
HEO0O0XO0MMO JOCTHYh IIEJIEBOTO YPOBHS IreMOIJIo0OMHa He 0oJiee YeM 3a 4 Mec U
Ha CIIEYIOIIEM ATare MOAACPKUBATHIOCTUTHYThIC 3HAUCHUS
(mopnep>xkuBaromias ¢aza). B pa3y koppekuuu npuMeHsI0T TaK Ha3bIBaEMbIe
ctaptoBbie 10361 D110, koTopsie 00b1uHO Ha 30% (20-50%) BhIIIE
MOJI/ICPXKUBAIOIIUX /103. JMana3oH CTapTOBBIX /103 B HAIIEH CTpaHe TIPU
ITOJIKO>KHOM BBEJeHUNOOBIYHO cocTaBiseT 50-100 EJI/kr macchl Tella mamueHTa
B Henemo win B cpennem 6000 EJI BHenento. BHyTpuBeHHO npenapats D110
BBOJAT 3 pa3a B Henemto. [Ipu MogKoKHOM BBEJCHUNYACTOTA BBEICHHUS
AMOATHHA aib(a uiu 6eTa MOXKET ObITh CHUXKEHA 110 1-2 pa3 B Heneo.

Hapyumenusi MuHepaabHOro o0MeHa

Hapymenus romeocrasa kanbius 1 ¢Gochopa v MPOSIBICHHUS] BTOPUIHOTO
runeprapaTupeosa nporpeccupyroT no mepe cHmkenust CK®. IIpu atom
kpuTndeckuM 3HaueHneM pCK®, npu KoTopoM HAaYMHAIOT HAOIIOAATHCS
M0JIaBJIEHNE aKTUBHOCTU 1a-TUJIPOKCHUIIA3bl B IOYKAX, TOBBILIEHUE
CBIBOPOTOYHOM KOHIIEHTpAIlMK HeopraHudeckoro ¢ocdopa, yMeHbIIeHHE
KOHIIEHTPAIIMH KAJIBIUS B CBIBOPOTKE KPOBU U HAPACTAHHUE YPOBHS
napatropmona (I1TI"), cuuraercst 60 ma/mMun/1,73 M2. DT U3MEHEHHS HE TOJIBKO
BBI3BIBAIOT Pa3BUTHE OCTEOAUCTPODHH, HO M CLIOCOOCTBYIOT KaJbIM(UKAIIAN
COCYZIOB M MSITKMX TKaHEH M YBETUUMBAIOT YPOBEHBb KapAHUOBACKYISIPHON
3200J1€Ba€MOCTH M CMEPTHOCTH Ha OoJiee mo3aauxcraausx XbII.

Ha pannux cragusax XbII B nognepxanun romeocraza KOCTU B OCHOBHOM
yuacTBYyIOT 3 ropmona: FGF23, kaneuutpuon u napatupeounansiii ropmos (I1TT).
DTO rOPMOHBI, B3aUMOJICHCTBYIO C KalbllieM, (ochopoM U, B MEHBIIICH CTETICHU C
MarHueM, o0ecreynBaloT aJIeKBaTHYI0 a0COpOIIMI0 MUHEPATIOB U3 KUIIICYHUKA,
AKCKPELHUIO UX MOYKAMU U ONTUMAJIbHbIE YCIOBUS ISl MUHEpAIU3aluu U
peMoaenupoBaHus koctr. KomiiekcHoe Bo3aelicTBue cHkeHus 1,25-D3,
rUNoKanbireMun U runepdocharemun ctumynupyet cexkperuto [ITIT u BHOCHT
BKJIaJl B IporpeccupoBanue rumnepnapatupeosa. C nepexonom XbII B
TEPMHUHAIBHYIO CTAJIUI0 U HAYAJIOM JHajn3a 3Ta CTPOMHAsI CUCTEMA TOME0CTas3a
Hapymaetcsi, mpuBoas K pocty FGF-23 u I1TI, ctabunbHO HU3KOMY YPOBHIO
KaJIbLIUTpHOJA, runepdochaTreMun u CHUKEHHOMY YPOBHIO Kanblus [2]. Y
6onbHbIX ¢ XBII ymepenHo nossiiieHHbINH ypoBeHb UIITT cunTaroT onTuMaIbHBIM
JUI1 HOPMAJIBHOTO PEMOJICIIMPOBAHUS KOCTHOW TKaHU, B TO BPEMS KaK YBEINYECHUE
KOHIIeHTpaiuu kanbius, hochopa u ullTI" (>600 Mr/mi1) B KpOBH MOBBIILIAET PUCK
cMmeprtHocTH [3].

[Ipu Benenun naruenta ¢ runepdocdaremMueii U BbIOOpe cOCOOOB JICUSHUS



CJIelyeT OLEHUTh OCHOBHbBIE (DAKTOPHI, BIUSIOUINE Ha Myd pocopa B OpraHu3Me U
Ha ypoBeHb aHWOHA B nupKysaiuu npu XbII: 1) cocrosiHre octatouHoil GyHKITUU
MoYeK (CrocoOHOCTh 3KCKpenuu P);

2) notpebienue P ¢ nuiei, nuieBsMU 100aBKaMH U JIEKapcTBaMU; 3) 4acTOTY U
MPOJIOJDKUTETBHOCTD MIPOIICYp Auann3a; 4) n30bITOK WK HEIOCTATOK BUTAaMHUHA J[;
5) mpueM npenapaTtoB s JedeHus runepdacdaremun; 6) napeHTEpaIbHOE
nutanue; 7) tsokects BI'TIT nuyBctBuTenbHOCTD ckenera K ullTT; 7) nanuune bOH
U runepkaradboiau3ma; 8) BRIpaKEHHOCTh allu03a.

[ManmenTsl ¢ XBIT C3-C5 coxpaHsoT cnocoOHOCTh BEIBOAUTH ¢ Mo4oii ~ 400-900
mr P B 3aBucumoctu ot crenenu cHkenus CK®, nostomy orpannyenue P B
JUETEe MOXKET OBITh A (HEKTUBHBIM UHCTPYMEHTOM NOJJIEPKAHUSI HEUTPaIbHOTO
OaslaHca 3TOro aHMOHA 0€3 MPUMEHEHHUs MPenapaToB s JICUEHUS
runepdocdaremun. Ilpu koppekTupoBKe NoTpedieHus nuieBoro P Ha
nonuanu3nbix cragusax XbII ciaeayer yuuTbiBaTh CTENEHb CHUXKEHUS SKCKpenu P
noukamMu B 3aBUCUMOCTH OT CK® (~ Ha 30 mr Ha kaxasie 10 mi/mun/1,73 m2
camkenust pCK® B ee quanazone 70-40 mu/mun/1,73 M2 u ~ va 100 mr Ha
kaxzasie 10 mu/mun/1,73 M2 camkennst pCK® nipu ee 3navenusix <40 mu/mun/1,73
M2). Y maruentoB ¢ XbIT C5/1, koutponbsnoTpebnenust P ¢ enoil, kak mpaBuiio,
JIOJI’KEH COMPOBOKIATHCS JPYTMMHU JIeUeOHbIMU UHTEPBEHLIUAMU. B cirydasx
noauanu3Hbix craauii XbI1 ¢ HekoHTposmpyeMoit queroi runepdocdaremueii u
nporpeccupytome cumnromarukon MKH-XBII npuMenenue npenapatoB s
nedenus runepdochareMun, He coaepKaiux B cBoeM coctaBe Ca, MOXKET OBbITh
OTIpaBJIaHO BMECTE C AUETAPHBIMU UHTEepBEeHIMAMU. [Ipemapat Be1OOpa A 3TUX
KJIMHUYECKUX CIIy4aeB — CeBellaMep, KOTOPBIM HMEET COOTBETCTBYIOIIHIE
MoKa3aHus, 00J1a1aeT PSAOM TOJIE3HBIX TIEHOTPONTHIX 3P HEeKTOB U
aCCOIIMMPOBAH C TEHACHIIMEH K CHIDKeHHUIO Ca 1 apTepraibHON KadblupUKaIum, a
TakKe (haTaJbHBIX UCXOIOB (B CPABHEHHUH C MpenapaTaMu JJIsJICYCHUS
runepdocharemun, ne cogepxkanumu Ca). C 11e1b10 CHUKEHUS PUCKOB
(aTanbHBIX KCXOJ0B MPU HEOOXOAMMOCTH MTPUMEHEHUS JIEKAPCTBEHHOM
KOPPEKIHH TiepcucTupyroriei runepdpocharemun y narmenToB ¢ XbIT C5/1
PEKOMEHIOBaHO MTPOBOJIUTH TEPAIUIO CEBEJIAMEPOM M OTKA3aThCS OT
HCIIOJIb30BaHUs OMOJIOTHYSCKH aKTUBHBIX J100aBOK, conepxkanmuxCa n/uim
nperaparoB JuIs JedeHus rumnepdpocdaremun, conepxaniux Ca [1].

KoncepBatuBaoe neuenne BITIT BkiatodaeT: BocmojgHeHHE AchHIUTA
KUIBIIUTPHOJIA, HA3HAYCHHE TpermapatoB Kaiaelua u  (ocdar-
CBSI3BIBAIOIINX JIEKapCTBEHHBIX CpEJICTB, HCII0JIb30BaHUE
KaJbIIIMUMETHKOB [1-3].

KanpruTpuos moBeImaeT aacopOuio KaJbIUsI B TOHKOUW KHUIIIKE, IIO3TOMY
ero codetaroT cHazHaueHneM Kaibiiys (o 500-1000 mr/ cyT), 94TO0 0COOEHHO
Ba)KHO JIJISI OOJIBHBIX C



npegauanuznoi XITH, nonyyaromux AUETy ¢ orpaHuYeHueM Oenka u
COOTBETCTBEHHO KanblysA.OTHOBPEMEHHO C KAJIBLIIMEM KAJIBLIUTPHUOJ YBEIUYNBACT
BcacbiBanue B JKKT ¢ocdaTa, koToOppIMOCOOEHHO OOTaThl MsICO, pblOa, MOJIOYHBIE
U Apyrue npoaykrsl. [loBbieHHbIN ypoBeHb (ochopa B KpPOBHU, C OTHOM CTOPOHBI,
ctumynupyet npoaykuuio [1TI, a ¢ npyroi - cnocoO6CTBYET IKTOMUYECKOM
kanpuupukanuu [4]. UMeHHO mo3TOMY KOppeKUus runeppochaTreMun -
BaKHEHIINI 3JIEMEHT NPO(YUIAKTUKY U JEUYEHUS OCTEOIUCTPOPHH.

Cepbe3HbIM HEAOCTATKOM KAJIBLIUTPHOJIA U B MEHBIIEH CTEIIEHU HECEIEKTUBHBIX
MetabonuToBBUTamMuHa D2 - nokcukansiudepona (1a(OH)2D2), kak u ansda-
kanbiaona (1a(OH)D3)

ABJIIETCS] CIIOCOOHOCTh MHAYLIMPOBATH TUIEPKATBIIMEMHUIO U TEM CaMbIM
YCUJIUBATh PUCK SKTONMUYECKON KabLU(PUKALNY C OTIOKEHUEM KalbIUs HE
TOJIBKO B MSATKHE TKAHU, HO U B KOPOHAPHBIE APTEPUU, CTEHKY A0PThI, KJIallaHbl
cepaua. Koponaphas kanbluu@uKkanys MoBbIIIaeT JETaTbHOCTh OOJBHBIX Ha
JMann3e, a MOBBIIIEHUE )KECTKOCTH a0PThI U MEPUPEPUUECKUX apTePUil ABIISIETCS
npuunHoM pazsutus ['JDK u quactonmueckon cepiedHOMHEOCTATOYHOCTH.

CenextuBHblii akTuBatop VDR - mapukanbiuTos, CHHTE3UPOBaHHbIN B 1985 1.,
3HAYMTEJIPHO B MEHBIIIEH CTETICHHU, YeM KaJIbIIUTPUOJI, TIOBBIIIAET aJICOPOIHIO
Ca2+ B KKT, npaktuuecku He BIUseT Ha ypoBeHb Ca2+ u Pi B CBIBOPOTKE KpOBH
OOJBHBIX U HE YCYTYOJISIET METaCTaTUYECKYIO KalbluuKaiuio. B To jxe BpeMs oH
B Oonbiieil crenenu noganiseT cexkperuio [T (B 4 pa3a cuinbpHee KaabIIUTpUOIA)
u ¢ ycriexoM npumensiercs B jedenuu BI'TIT [2]. [TapukanbiuTon npuMeHsaeTcs
st nederust BITIT kak y 607bHBIX Ha AUAIN3€, TaK Uy OOJIBHBIX C
npenauanvusnon XITH, B To Bpems Kak JIpyrod MHHOBAIIMOHHBIN Mpenapar u3
CPYMIIbl KAJIbIIUMUMETHUKOB ITMHAKAIBLET pa3pemnieH i edenuss BI'TIT tonbko y
O00NBHBIX Ha Auanu3e. [lMHaKanIeT SBIsIeTCs aIOCTEPUIECKIM MOIYJISTOPOM
CaSR, KOTOpBIil CBA3BIBACTCS C €T0 BHEKJIETOUYHBIM JOMEHOM U, U3MEHSS
Tpetuunyto cTpykTypy CaSR, unrubupyer Boiceoboxaenue [1TI, ne yBenuunpas
koHteHTparuu Ca2+ u Pi B cbIBOpOTKE KpOBU OOJIBHBIX. JIeueHre MMHAKATIIETOM,
nnoMumo cHkeHus IITI' B CBIBOPOTKE KPOBU, MPUBOJUT K YMEHBIICHUIO
runiepruiazuu DK, cHrmkeHno yncia nepeioMoB, 3aMeJIEHUI0 BHEKOCTHOM
KanblU(DUKAIMHY, YIYYIIEHUIO Ka4ecTBa )KU3HU OONMbHBIX. BHEIpenue B
KJIIMHUYECKYIO MPAKTUKYKATbIIUMUMETUKOB 3HAUUTENIBHO (IPUMEPHO BIBOE)
YMEHBIITIIO TOTPEOHOCTh B MAPATUPEOUIPKTOMUN Y TMMAIIMEHTOB HA JUAIH3E.
Hpyrue nokazanus k [1TO - kanprmdunakcus (qucceMUHUPOBAHHBIC HEKPO3bI
KOXH), pazButue ageHombl oaHou u3 [TIDK unu ee manurauzanus. [Ipu
cyororanpHOl pesekruu [TIIDK gacto mHabmogaroT peruausel BITIT [1,3].

ApTtepuanbHasi TMIEPTEH3US

Crolikasi apTepuaibHas TUIIEPTEH3UsI TOCTOBEPHO YBEJIMUMUBAET BEPOSTHOCTD
TEPMUHAIbHOUIIOUYEYHON HEJJOCTATOUHOCTHU: 110 MPOTHOCTUYECKOMY 3HAYEHUIO
OHAa COMOCTaBUMa C MEPCUCTUPYIOLLEH «00bIIOW» (>3 T/CyT) NpoTEeUHYypHUEH U
TUIIEPKPEATUHUHEMHUEH,

BBISIBIISIEMOM B MOMEHT JjieOtota Heponatuu [3]. B Hanbobeit crernenn puck



HEOOPATUMOTO YXYIIIeHUs PYHKIIUU MMOYEK, TO-BUIUMOMY, OTpaKaeT
MOBBINIEHHOE cucTonnueckoe AJl: maHHast 3aKOHOMEPHOCTD MOJTBEPIK/CHA U B
o0111ei MOMyJISIIIMY, B TOM YUCJIE Yy HE CTPATAIONTUXXPOHUYECKUMU TTOYCUHBIMU
3a0oneBaHusAMU. ONBIT HAOIIOAEHUS 32 IEMOHCTPATUBHBIMU I'PYIIIAMU
MMaMeHTOoB, cTpagaromnx XbII, CBUAETENBCTBYET O TOM, UTO BBIPAKEHHOCTh
apTepUaIbHON TUIIEPTEH3UN KOPPEIUPYET C IPYTUMH MapKEPaMU aKTUBHOCTH U
TSDKECTU MOYEYHOTO MOPAKEHUs (IPOTEUHYPHUsl, TUTIEPKPEAaTUHUHEMHU S,
BBIPAKEHHOCTH TJIOMEPYIIOCKIEpO3a U TyOyJIOMHTEpCTUIIMAIbHOTO (Pubpo3a,
OIICHEHHAas MPHU MEePBON OUOTICUM MOYKH, pa3Mephbl TOUYKH HA CTOPOHE CTEHO3a
MOYEUHON apTepUu IIPU PEHOBACKYJIsIpHOU TunepTeH3un) [4]. Hapactanue
apTepUaIbHOM TUIEPTEH3UH - OJIMH U3 Han0oJiee YyBCTBUTEIbHBIX MAPKEPOB
AKTUBHOCTH TTOYEHYHOT'O TTOPAKCHHUSI.

MHOTrOKOMITIOHEHTHOCTh MaTOreHe3a HePOreHHON apTepuanbHOW TUIEPTEH3UU
IPEAOIPENEIAET 3HAUMTEIIbHO MEHBILIYIO [0 CPABHEHUIO C 3CCEHIUATBHOMN
apTepuaibHON runepTeH3ueit (runepToHndeckoi 00s1e3HbI0) 3 (PEKTUBHOCTH
aHTUTUINIEPTEH3UBHOM Tepanuu [8]. BMecTe ¢ TeM UCTHHHAs PE3UCTEHTHOCTh
He(POreHHOM apTepraibHON TUIEPTEH3UH K JICUSHUIO, MTOpa3yMeBaroIas
HeJ0CTaTouHOe CHUKeHne AJl npu npuMeHeHUH KOMOMHAIINH
AHTUTUIIEPTEH3UBHBIX MPENapaTOB U HEMEIUKAMEHTO3HBIX METOJOB JICUEHUS
(orpannueHue NOTpeOICHHS TOBAPEHHOM COJIN), TpeOyeT 0cO00Tr0 BHUMAaHMS.
Takoe 1monokeHne MOKET yKa3blBaTh HE TOJIBKO HA HAPACTAHUE AKTUBHOCTH
MIOYEYHOTI'0 MPOLECCA, HO U Ha 03JI0KAYECTBIICHUE apTEPUAIBHON TUIIEPTEH3UN.
Opnnum u3 Hauboliee JOCTOBEPHBIX MAPKEPOB3IOKAYECTBEHHOM apTepuaibHOM
TUNIEPTEH3UH CUUTAIOT JBYCTOPOHHUM OTEK IMCKA 3pUTEIILHOTO HEpBa[S].

V¥ nanuenTtos, nonyyatomux 31T, BepakeHHOCTh apTepUaIbHON THIIEPTEH3UN
OOBIYHO 3aBUCUTOT CTENIEHU aJ€KBATHOCTU IPUMEHEHHS] COOTBETCTBYIOIIETO
MeToza. 3HaYeHHEe 00beM- HATPUIM3aBUCUMOMN COCTABJISIONICH B ITaTOreHE3e
apTepualibHOM rurnepren3uu npu XI11TH noareepkaaeTr HEOOXOAMMOCTh
MOAJECPHKAHMS LEIIEBBIX BEJIMYUH «CYXOU MacCh».

VY CTaHOBJIEHO, YTO YaCTOTA OJTHOTO M3 HauOO0JIee OMACHBIX OCIOKHEHHIM
apTepuaJbHON TMIEPTEH3UN - MO3TOBOTI'O MHCYJIBTA - Y MALIMEHTOB, MOJYYarOIUX
JIeYeHre MOCTOosTHHBIM amOymatopHbiM [1/], 6onee yem B 10 pa3 mpeBoCcXoauT
TAaKOBYIO y HaxoJsmuxcs Ha nporpammuoM ['J[ [6]. HacTeie nuanu3Hbie
MPOUEAYPHI U JJIUTENBHBIA HOYHOW THAIN3 MOTYT CYLIECTBEHHO YJIYYIIUTh
KOHTpoJib A/l y OOJIBHBIX € apTepUaIbHON TMIEPTEH3UEN HA THATH3E U
YMEHBIIUTH TUIIEPTPODYHIO MUOKAp/IA JIEBOTO Kemyaouka. [ToMuMo 4acToTh
YBEJIIMYEHUE BPEMEHU CE€aHCca AUajin3a MO3BOJISIET CHU3UTh CKOPOCTh
yIbTpaUAbTPALMU U 3@ CUET YJJIMHEHUS TPOLeayPhbl 00ECIEeUNUTh IOCTUKEHUE
LIEJIEBOTO BECA MOCIIEC THAIHN3A.

Hedporennas aprepuanbHasi THIIEPTEH3UsI BCEra XapaKTEPU3yeTCs OUYEHb
BBICOKUM PUCKOMCEPEYHO-COCYUCTHIX OCI0KHEHUN (MO3TOBOM MHCYJIBT,
XpOHUYECKas cepAeyHasl HeJIOCTaATOYHOCTh, OCTPBIN MH(APKT MUOKap/a,
BHE3aIHasi CMEPTh).



VY nmanueHToB ¢ UCXOJHOM THnepTpoPueil MuoKapza JIEBOro KelyJ0uKa
nedyenre YD co cHkeHHeM o0bema 0osee 3pPeKTUBHO, yeM cHIKkeHne Al
AHTUTUIIEPTEH3UBHBIMU IIpenapatami [7]. U Bce ke 3HaUUTENbHOE
KOJIMYECTBO JUATU3HBIX MAIMEHTOB MPUHUMAIOTAHTUTUIIEPTEH3UBHbIE
npenaparsl, a JaHHbIE Ha0JI01aTeIbHBIX UCCIIEI0BAHUN CBUAETEIbCTBYIOT,
YTO TaKOE JICUEHHUE CHUKAET OOLIYI0 CMEPTHOCTh, IPUUEM HAWUITyULINe
PE3yNIbTATHI NOJYYEHBI Yy MALIMEHTOB, IPUHUMAIOIINX UHTUOUTOPHI PEHHUH-
AHTUOTEH3UH- alnbaocTepoHoBoM cucteMbl (PAAC) wiu 0eTa-010KaTopHI.
CpenHee KOIMYECTBO aHTUTUIIEPTEH3UBHBIX MPEMAPATOB, HA3HAUYAEMbIX
HOBBIM MMAlIMEHTaM Ha FeMOJIMANIN3€ U HAIEPUTOHEAIbHOM JHAIIN3e,
COCTaBIICT 2,5 K IIECTOMY MECSILY JICUEHUS JTUATH3OM.

JleueOHOE MUTAHUE

Crparernyeckas poab querorepanuu (T) nmpu XbII onpenenena tem, 4to
COCTOSIHUE TIUTAHUSIU OCIIKOBO-dHEpreTHIecKas HeaoctatouHocTh (BOH)
BBICTYMAIOT B KAU€CTBE BAXKHBIX JICTCPMHUHAHT 3a00J1€BAEMOCTH U CMEPTHOCTH Y
OOJILHBIX C TIOYEUHOM MATOJIOTHEH, 0COOCHHO BTEPMHUHAIBLHON CTa NN,

XO0poII0 U3BECTHO, YTO BHICOKOE NOTpebIieHe OeTka BhI3BIBAET YBEIMUCHUE
noyeyHoro kpoBotoka u CK®, ymenbienre ko3 GuiiueHTa riioMmepyaspHoi
yIbTpadUIbTPALMH, KOTOPOSCUUTAIOT KOMIIEHCATOPHOU peaKkiue, MpU3BaHHOU
OrpaHUYUTh HeKOHTpospyemoe noBeimenrne CK®. OtHocuTenbHO
BBICOKOOEJIKOBYIO TUETY, CBOMCTBEHHYIO OOJIBIIMHCTBY JKUTENEH Pa3BUTHIX
CTpaH, pacCMaTPUBAIOT B KAUECTBE OJJHOTO U3 (DAKTOPOB pUCKA PA3BUTHUA U
nporpeccupoBanus XbII. Ecnu ydecTs, 4To npu nmarosjgoruu moyek 6a3aabHas
BeJIUYMHA KO3 hULIMEHTA TIIOMEPYIIPHON YIbTpadUIbTPalliN 3a4acTyHO
OKa3bIBAETCSl CHUKEHHOM, TO MOKHO TIPEINOIO0KUTh, YTO JAJIbHEHIIIee CHUKECHUE
MCXOJTHO HEBBICOKOTO Kod(duiineHTa Ha oHE MOCTYIUICHHUS 3HAYUTEIIHBHBIX
KoJn4decTB Oenka OyzeT co37aBaTh U OOJBITYIO CTETICHb MIPOTUBOACHCTBUS
HApaCTAHHIO TIIOMEPYISIPHOTO KPOBOTOKA MITH KATMJUIAPHOTO THIPOCTATUYECKOTO
nasieHus [3-5]. st mpeogoaeHust ’TOro MpOTHBOICUCTBYS TTOYKH BBIHYKICHBI U
Janee yBeJIuIuBaTh 00beM KpoBOTOKa. Takum oOpa3zoM, 3aMmbikaeTcs circulus
VitioSUS BHYTPHKITYOOYKOBOW THUIICPTEH3UU.

[lepeuncnennpie (HaKThl CIykKaT TEOPETUIECKUM 0O0OCHOBAHHEM
1e7ecoo0pa3HOCTH BKIIIOYeHUsIMan00enkoBoi auetsl (MbBJl) B mporpaMmMbl
KOHCepBaTUBHOU Tepanuu panHux craauil XbIl.Haznauenne MB/] npexne Bcero
HaIPaBJICHO HA YMEHBIICHNE HEPPOCKIIepO3a U OTIaJICHUE CPOKA HadasIa
3aMeCTUTENbHOM Tepanuu. B To ke BpeMsi mpu HE0OOXOAUMOCTH TPUMEHEHUS
3aMEeCTUTEIbHOM MOYeUHOU Tepanuu B Bujie remoauanusa (I'/1) wiu nepu-
toHeanbHOro nuanusa (I11) xapakrep AT B oTHOIIEHUHU coAepkaHUs OeIKa
CYLLIECTBEHHO

MeEHsIETCs. 3/1eCh Ha MEPBOE MECTO BBIXOAUT HEOOX01UMOCTh 00prOBI ¢ BOH.
[ToaTOMy parmoHbl TAKUX OOJIBHBIX JOJKHBI OBITH BEHICOKOOEIKOBBIMU.



B npakrtuke sieueHust 00JabHBIX Ha qoauanu3Hbix ctaausx XbII ucnonezyercs
JIOBOJIBHO MHOT'O BapUAHTOB TUETUYECKUX MPEANUCAHAN, CBA3aHHBIX C
OrpaHUYECHHUEM MOCTYIUIEHUS O€JKa, XOTS Pe3yJIbTaThl IPUMEHEHUS
Mano6enkoBoit auetsl (MB]I) (0,6-0,8-1,0 r 6enka/Kr Macchl Tena/CyT)B MIIaHe
3aMmeienns nporpeccupoBanus XbII okazanuce HeOTHO3HAYHBIMU . Tem He
MEHEE MOCJIETHUE HAKOIUUIEHHBIE JaHHBIE MO3BOJISIOT M0JIaraTh, YTO OrPAHUYECHUE
OeJika B pallMoHe ACHCTBUTENIBHO MPUBOJUT K YMEPEHHOMY MMO3UTUBHOMY

s dekry B mane noueyHoro mporuosanpu XbII.

Oco0eHHOCTH JIeueOHOTO MUTAHUS U HYTPUTUBHOM MOJACPKKHU B
3aBUCUMOCTH OT CTaJIMUXPOHUYECKOI 00JIe3HU ToYeK [2]

1 cragus XBII. [IpoBoaat MeponpusaTus 1Mo AMArHOCTUKE U JIEUEHHUIO OCHOBHOTO
3a0o0seBaHus AJi 3aMEJJICHHS TEMIIOB ITPOTPECCUPOBAHUS U CHUXKEHUS PUCKA
Pa3BUTHUSA CEPJICUHO- COCYAUCTHIX OCIOKHEHNN. B 3aBUCUMOCTH OT OCHOBHOTO
3a00JieBaHUS TAIMEHTAM PEKOMEHAYIOT U COOTBETCTBYIONIYIO nueTy. Ha atoi
CTaJiuK OOBIYHO OTCYTCTBYET HEOOXOAMMOCTh B OrpaHuueHuu Oenka (B Poccun
3a YCJIOBHYIO HOPMY MOKHO MPHHATH 1,2 T HAKUJIOTPAMM MAacChl TeJia B CYTKH),
KaJOPUHHOCTh pallMOHa HE J0JIKHA MPEBBIIATEH 35 KKaJ/KI BCYTKH, KOJIMYECTBO
noTpeOsIeMoit JKUIKOCTH He OoJiee 2 1/cyT. OrpaHUUMBAIOT NMOTpeOIeHNE
noBapeHHo# conu 10 6 r/cyT. [lpennourenue cieayer oTaaBaTh paCTUTEIbHBIM
KUpPaM U CJIOKHBIM YTJIEBOJIAM.

2 cragusi XBII. OcymiecTBisiIOT Mephbl, HAaIlpaBJIeHHbIE HA YMEHBIIIEHHE CKOPOCTH
nporpeccupoBanusi XbI1. OObIYHO HECKOJIBKO OTPAaHUYMBAIOT MTOTPEOICHUE
oenka (He HrKe 0,8T/Kr B CYTKH), a PAIlMOH CTPOSAT Ha OCHOBE OOBIYHBIX
npoykToB nmuTaHus. Okono 60% J0KHBICOCTABISATH OCIIKH C BEICOKOM
OMOJIOTMYECKOM IIEHHOCTHIO (TMYHBIN POTEHH, OEJIOK Msca, PHIObI, COH).
DHepreTuueckas IIEHHOCTh paruoHa 35 KkaJl/Kr B cyTku. Okomo 55%
HHEPrOEMKOCTH MHIIHU CIeAyeT o0ecrneunBaTh yrieBogamu u 35% - xxupamu.
[IpenmyIiecTBO UMEIOT MOJTMHEHACHIIIEHHBIE JKUPHBIE KUCIOTHI; OTPAHHYNBAIOT
MPOYKTHI C BBICOKUM COJIEP’KaHUEM XOJIECTEpUHA, MPEIOYTEHNE OTAAI0T
CJIOXHBIM yriieBojaM. OrpaHuydeHus

MOCTYIUICHUS Kamusi, pocdopa He TpedyeTrcs. YoTpeOieHne aaKorois 10MyCTUMO
TOJILKO MOyCMOTpeHMIo Bpada. [loBapenHas comnb 10 5-6 r/cyT.

3 cragus XbII. Bce ycunust HampaBiieHbI Ha BBISBICHHE U JICYCHUE OCIOKHEHUH,
TJIaBHBIM 00pa3oM apTepuanbHOU TunepTeH-3un. Hapsiay ¢ o0s3aTensHOM
JIEKapCTBEHHON aHTUTUIIEPTEH3UB-HOW Tepanueil OorpaHuYuBaIOT MOTpeOIeHHE
MOBapPEHHOW COJIH JI0 5 T/CYT 1 BOABI 710 2 11/cyT. OCYyIIECTBISIOT TAKXKE
MeponpusTus, B Tom yuciae Mb/I, HanpaBieHHbIE HA YMEHBIIEHHE CKOPOCTH MPO-
rpeccupoBanus XbII. B HacTosiee BpeMsi B TOUHOCTH HE ONPEAEIIEHO, KAKYIO
JMETY clielyeT CYuTaTh MasioOenkoBol. [lonarator, 4To panuoH,
obecneunBatomuii nocrymienue 0,6-0,8 r npoTerHa Ha KUJIOTPAaMM MaccChl Tejia B
CyTKH, MOXHOpaccMaTtpuBaTh B kauecTBe MB/I. B kauectBe nonosHennit kK Mb/]
HanboJIee IMMPOKO

MIPUMEHSIIOT COEBbIN OEJIOK (COEBBIN U30JIAT) U KETOCTEPUIIL.



4 cranua XBII. Ha sroit ctangun CK® cHmrkena 1o ypoBHa 15-29 mi/muH, B
CBSI3M C YEM MPOBOJAT MEPONPUATHUS 10 OATOTOBKE K MOYEHUHON
3aMmecTuTeNnbHOM Tepanuu. [lo-npexxnemyakryansHo npumenenue MbBJI (0,6 T
Ha KMJIOTPAaMM MaccChl TeJla B CyTKH) B pa3JIMYHBIX BapUAHTaX.
[IpoTrBOIIOKa3aHbl TUETHI C coAepkaHueM Oenka Menee yeM 0,6 T Ha
KWJIOIPAMM MacChl T€Jla B CYTKH M3-3a BO3MOKHOI0 pa3Butus bOH. [luranue c
OoJiee pe3KuM orpaHudeHueM norpedsienus 6enka (Menee 0,6 T Ha KUJIOTpaMMm
MacChl T€JIa B CYTKU) MOXKET OBITh PEKOMEHI0BAHO KOPOTKUMH KypcaMu (OKOJI0
Mec11a) TOJILKO OOJIbHBIM, Y KOTOPBIX HET BO3MOKHOCTH MPOBOAUTH T'€MOUIH
NEPUTOHEATBHBINA UATN3, @ TAKXKE B LUEISAX 00JEryeHus CTpajJaHuii
(YMeHblIeHUE TOIHOTHI, PBOTHI, KOXKHOTO 3y/1a U T.J.). YTOOBI HE CHUXKATh
OHEPIrOHACHIIIEHHOCTh pannoHa (He MeHee 30 KKaj/Kr), B €ro COCTaBe
PEKOMEHYIOT YBEJIMUMBATD Y/ACJIbHbBIN BEC PACTUTEIbHBIX KUPOB, a TAKKE
YIJ€BO/IOB, KaK CIOXKHBIX, TAK U pAQUHUPOBAHHBIX.

Ha s10ii cTagium HeoOX0IMMO KOHTPOJIUPOBATh IMMOCTYILICHNUE Kaus U docdopa.
Baxno

HAy4HUTh OOJBHOTO MOJCYUTHIBATH BEIMUUHY (POCHOpHO-0ETKOBOTO
kod¢dunrenta (oTHoIIeHUEKoIn4ecTBa pocdopa B Muuturpammax Ha 100 r
NPOIYKTa K COJIepkKaHUI0 OelKa B rpaMMax B TOM K€ BECOBOM dKBHBaJIeHTE). B
nuTanu 60apHbIX XBII B toananu3HoM nepuojie xenaTelbHO UCOIb30BaTh
poyKThI ¢ hochopHO-O6enkoBbIM K03 hurmenTom Huxke 20. K HUMOTHOCST
Oapanuny (ko3¢ dunuent 9), ceununy (9), renatuny (10), Tpecky (10), puc (17),
stitria (17), coro (17). 3nauenus pocdopHo-06eaK0BOr0 KodIPdUIMEHTA I APYTUX
MPOYKTOB JIETKO TOJYYHUTh U3 TaOIUII, COJIEPKAIIUXCS BO BCEX PYKOBOJICTBAX IO
nuTaHuio. [IpoaykTel ¢ GobMMH 3HaYeHUAMHU (POCcHOpPHO-0ETKOBOTO
koa(ddurrenta B noauanuzHom nepuojie XbII xenateasHo ynoTpeOsTh HE yale
1-2 pa3 B Henen0. B 4acTHOCTH, 3TO KacaeTcsi MOJIOYHBIX MPOYKTOB:
yInoTpebieHne JOCTATOYHOT0 KOJIMYECTBA MOJIOKA; ChIPHI UMEIOT BBICOKHIA
dochopHO-0enKoBBI KOAPDHUITUEHT, a TBOPOT COCTOUT B OCHOBHOM U3 OeJiKa
Ka3enHa, KOTOPBIMIIIOX0 ycBanuBaeTcs 0onbHbIMU XBI1. Jlydie ucnonb3oBath
KHCIIOMOJIOUHBIE TIPOJYKThI: CMETaHy, TPOCTOKBAIIY, aluaoQwinH u T.1. Ha atoit
CTa/INH IIUPOKO UCTIONB3YIOT KETOCTEPHII B 103¢ | TabnmeTka Ha 5 KT Macchl Tena B
CYTKH.

[Tomumo koHTpOIIST KoMyecTBa Oenka u ¢pocdopa B nuere, 6onpabie XbII Ha
MpeAAuaIn3HoN CTaIuU JOJKHBI CTPOTO CIEIUTh 3a COJIEPKAHUEM B HEW KaJusl.
Crnenyer mOMHUTB, 4TO Hanbosee 60raThl KaJlmeM MPeXie BCETo CyXo(ppyKThI
(0ocoOeHHO M3IOM U Kypara), IIMTPYCOBBIC,0BOITH (0COOCHHO KapTo(deb), 3€ICHb,

COKH, OPEXH, KaKao, OBCSHBIC XJIOMbs, OTPYOH.
CyTo4HOE MOCTYIUICHUE KK C UIIEH HEe TOKHO MPEBBIMIATH 2 T.

Kak yxe ormeuanoch paHee, K BaXKHbBIM MEPONPUATUSAM JieueHUst 00abHbIX XBI1
OTHOCHUTCS U NOJJIepKaHKe B opranu3me Oananca Hatpus. [loaTomy 00nbHBIM
XBII B noanaan3HOM MepuoIe00bIYHO HA3HAYAIOT JUETY C HU3KUM COJIepKaHUEM
HaTpus (KOJUYECTBO ATOTO AJIEMEHTA B OOJIBIIMHCTBE MPOAYKTOB MUTAHUS



JI0CTAaTOYHO BEJIMKO, U TOTPEOHOCTH OpraHU3Ma B HEM JIaXKE3JOPOBOTO YEIIOBEKA
BIIOJIHE MOYKHO MOKPBITH 0€3 ynoTpedaeHus moBapeHHou conu). TeM He MeHee
HEPEJIKO pa3pemIaroT MprueM HeOOBIIOTO KOJINYeCTBa MOBAPEHHOW COMU (0OBIYHO
5-6 r/cyT). CTpOoruii pexuM Mo OrpaHUYEHUIO COJIM CIIETyeT COOM0IaTh PH
BBIPAKCHHBIX OTEKaX HTUTICPTEH3HH.

[Tarmentam ¢ XBII oueHb BaXKHO KOHTPOJIUPOBATH KOJIMYECTBO MOTPEOIIEMOI
BOJIbI. OOBIYHOETIPABUIIO - TOTPEOJICHUE BOJIBI B KOJUYECTBE, PABHOM
BBIJIEJIEHHOMY 3a CYTKH ¢ Mo4oH, Tutoc 300-500 mut. IIpu BeIpa’keHHBIX OTEKaX,
HAJINYUU CEPACYHOU HEJOCTATOYHOCTH, BBIPAXKEHHON apTepHaibHON
TUTIEPTEH3UH KOJTMYECTBO MOTPEOIIEMOM KUIKOCTH MPUXOIUTCS e1ile Oosee
yMmeHbIath. bonbHbiM Ha o3HUX cTaausax XbII HeoOxoaumo exeTHEBHO
U3MEPSTh CYyTOUHBININYPE3.

OO611ee KOITMYEeCTBO SHEPTUU, HeoOXxoaruMoe B cyTku OonbHbIM XBII, cocTaBnsier
30-35 kkan Hakuiorpamm macchel Tena. [lockoiabky nmorpedienue 0enka y
6onpHBIX XBI1 B 1oAManTM3HOM MepHO/ie OTPAHUINBAIOT, OCHOBHBIMHU
MCTOYHUKAMH SHEPTUH JOJKHBI CTATh )KUPBI U YTIICBOIBL. Y BETUUICHUE
noTpeOICHHSI TUUI0B JOHKHO MPOUCXOIUTH TIPEXkKJIE BCETO 3a CUET
PaCTUTENBHBIX KUPOB, COJIEPIKANTUX HEHACHIIIICHHBIE )KUPHBIEC KUCITOTHI.
HcToyHrKaMu HEHACBIIIEHHBIX )KUPHBIX KUCIIOT CIIy>KaT B OCHOBHOM
pacTuTeNnbHble Maciia (MOACOIHEUHOE, OJIMBKOBOE, KyKYypy3HOE, COEBOE U 1p.),
OpEXH, OBCSHAsL U TPEYHEBAsI KPYIIBL.

Oxkoro 45% sHepruu 4eaoBeK MojayvaeT 3a cueT yriaeBooB. Heooxomaumo
MIOMHHTH, YTO MHOTHUETIUTATEIbHBIEC YTIIEBOJICOICPKAIINE BEIIIECTBA UMEIOT
M30BITOYHOE KOJIMYECTBO KaJMs, YTO BBIHYK/IA€T YHOTPEOJIATh UX C
OCTOPOXKHOCTBIO. YTJIEBOIBI COJIEPKATCS B caxape, ppykrax, oBoiax, kaproderne,
3€pHOBBIX U MYUYHBIX u3enuax. boneabiM XbII B kauecTBE 3aMEHUTENEN caxapa
MO>KHO MCTIOJIB30BaTh MeJI. AJIKOT0JIb 00J1a/1aeT BRICOKOW dHEPIeTHUECKON
IIEHHOCTBIO, HO PEIIECHHUE O €r0 Ha3HAUYCHUH JOJDKEH MIPUHUMATh TOJIBKO Bpady,
UCXO/ISl U3 0COOEHHOCTEN KOHKPETHOM cUTyaluu, u He 6oiiee 20 T B CyTKH 1JiA
YKEHIIMH U 60 T 11 MyKYHUH.

[IpeanoureHure OTIAIOT KPAaCHBIM WIIM O€JIbIM BUHaM. Bo MHOTHX CiTy4asx B
opranu3Me 0osbHbIX XbBI1 HaOMOMaI0T HETOCTATOK BUTAMUHOB - Yallle BCETO
ButamMuHOB B6, C, A, D, dhonueBoii kucinotel. [1oTpeOHOCTH B TOMOIHUTEIBHOM
MpreMe BUTAMUHOB 00ECIIEUNBACTCS 3a CUET MPOAYKTOB MuTaHus. OCOOEHHO
OCTOPO’KHO CJIEYEeT OTHOCUTBLCS K MPUEMY BBICOKUX 7103 BUTaMuHa C (MOXKET
CIIOCOOCTBOBATH OTJIOKEHHIO COJICH KalbIus B TKaHsAX). Eme 6onee onacHo
OCCKOHTPOJIPHOE MCTIOJIF30BAHHE COBPEMEHHBIX JICKAPCTBEHHBIX ()OPM BUTAMHUHA
D, conmepxammux 3TOT BUTAaMHH Kak B HeakTUBHOM (kanbiiuii J[3 Hukomen dopte),
TaK ¥ B aKTUBHOM (popMe (KaIbLUTPHOI, 1-0-KaIbIIUANON).

5 cragus XBII. V 6onpmmHCcTBa 00JIBHBIX, Haxoasmumxcs Ha 5 ctagun XbII,

B TOM yucienoiaydaromux jedernue '] wiu 11, BeISIBIAIOT pa3HOOOpa3HbIe
HapyIIeHUs TOMEOCTa3a, KOTOpbIe B ONPEASICHHOM MEpE CBS3aHBI C
pazButuem bOH.



OpHuM n3 BakHEHIIUX (PaKTOpOB, 00YCIOBIMBAIOIINX YBEIMUYEHHE TOTPEOHOCTH
reMOJIMaJIU3HbBIX OOJIbHBIX B KOJIMUECTBE O€JIKa, BHICTYNAIOT HEU30EXKHbIE TOTEPU
OJINTONENTHUIOB, AMUHOKHUCIIOT U IPYTHUX BEIIECTB B quanu3ar. CymecTByeT
00JIBII0E KOJIMYECTBO aHTPOIIOMETPUUECKUX MTOKA3ATENEH, MPOLIEHTHOE

coJiep KaHHe JKUpa B OpraHU3Me UT.II., HO CPEAM BCEX MapaMeTpoB Hauboiee
JOCTYIHBIM U MH()OPMATUBHBIN NOKa3aTeab HEAOCTATOUHOCTH TUTAHUS -
KOHLIEHTpAIUs CBIBOPOTOYHOr0 asibOymMuHa. Huzkue ee 3HaueHust HOYTH BCeraa
CONPOBOKIAIOTCS HanuuueM Apyrux Mapk€pos bOH. IToaToMy npuHATO cUMTaTBh,
YTO HE COOTBETCTBYIOIIMIA HOPME YPOBEHB ATOr0 O€JIKa B CHIBOPOTKE KPOBU Cam
1o ce0e JOCTaTOYEH JIJIsl AMATHOCTUKU HEAOCTATOYHOCTH TUTAHUS B
TepMuHAIBHOU cTtaguu XbII.

[Tpu oOHapyKeHUH HETOCTATOYHOTO MOCTYIJICHUS MUTATEIIBHBIX BEIIECTB (110
MUIIEBBIM JTHEBHUKAM) O0JIbHOMY JAI0T PEKOMEHIAIUU 110 KOPPEKIIUHU paIlOHA 110
BO3MOKHOCTHU, 0€3 Ha3HAUYCHUS JOTIOJHUTEIIbHBIX MIPETapaToB: yBEIUUCHNE
notpebyienus Oenka (He meHee 1,2 T HaKWJIOrpaMM Macchl Tela B CyTKU) U
MOJI/IEp)KaHUE YHEPTreTUUECKON IEHHOCTH pariuoHa (He meHee 30-35 kkan Ha
KWJIOTPaMM MacChl Tejla B CyTKH).

K coxanenuto, npuemiemoe moTpedieHne OenKa U YHEPTUH C OOBIYHBIM
paIMOHOM He BCer/a 3allUIIaeT TUaTU3HOTO NalMeHTa OT Pa3BUTHS MPOSIBICHUN
BOH. Ecnau nomxueiit a3 dekt He nocTurayT B TedeHue 1,5-2,0 mec, HeoOX0o1uM
Hepexoi K cleayromiemMy stany koppekuuu bOH, koToperit 3akitodaercs B
Ha3HAYEHUU aNbTEPHATUBHOM CXEMbl BHYTPEHHEH HYTPUTUBHOMN MOIICPIKKU:
MaIMEHT MOJy4aeT COOTBETCTBYIOIIME IONOMHEHUS (KETOCTEPUII U AP.) K PAIlIOHY
B neHb ceanca I'Jl. I[Ipu orcyrcrBun adpdekra B Omokaitmme 1,5-2,0 Mmec HauymHAIOT
€XKeTHEBHBIUIIPUEM BHYTPb OCITKOBBIX MPENapaToB UK CMECe aMUHOKHUCIIOT U UX
KeToaHajoros [6].

B urtore B pannone 600bpHBIX B [uanu3HoM nepuojae XbII nomkHo ObITh
MEHBIIIE )XUAKOCTU,HATpHs (comm), kanus, Gpocdopa, noctatouno Oenka u
MHOTO SHEPTIHUH.

B cBsi3u ¢ pe3kuM CHIKEHHEM MOTPEOIEHUS TOBAPSHHOM COJIM UITH TIOJTHBIM
3aIIPETOM €€ JUIYJYUIIEHNs] BKYCOBBIX KaU€CTB MOKHO UCIIOJIb30BATh B
HEOOJBIITNX KOJTUYECTBAX CIICIIUH, PSHOCTH, TPABHI, pa30aBICHHYIO TOPUHILY,
YEeCHOK, JIyK, CIa0bIi pacTBOp yKcyca.

Heobxomnmo (hakTH4ecKu MOTHOCTHIO UCKIIFOUUTD MPOTYKTHI, O0TaThie KalueM:
CYyXO(PYKTBI,ITUTPYCOBBIE, HEKOTOPBIE OBOIIH (KapTo(denb), 3eJIeHb, COKH, OPEXH,
KaKao, OBCSIHBIE XJIOMbsI, OTpYOH. [{Jis1 yMEHbIIIeHUs coiepKaHusl Kanus (U
HaTpusi) B KapTodese U APyrux OBOLIAX MOKHO OYUIIEHHBIE, MEJIKO Hape3aHHbIE
MPOAYKTHI BBIMAYMBaTh B BOJAE B TeueHUE 6-10 4, HECKOJIBKO pa3 MEHsIS BOLY, YTO
CHIKAET KOJIMYECTBO KaJIus B OBOIIAX HA JIBE TPETH.

OpxHuM M3 IyTel Ipea0TBpaIeHus runepdochaTeMun sIBISCTCS HCKIIOUCHNE
poaykToB chochopHo-0enkoBeIM KodhPunnentom Oonee 20 (Hanpumep,



ceipoB ot 27 1o 40).

[ToTpeObHOCTH B SHEPTHM Y MAIIMEHTOB, Noy4atomux gedeHue I'J[, Bbicoka.
OOb1yHO OHa cocTaBigeT 35-40 KKajl Ha KUJIOTPAaMM MaccChl Tella B CYTKU U
3aBUCHUT OT Macchl TeJia O0JBLHOrOM ero (hu3ndeckoil akTuBHOCTH. [lpu nerkoit
¢u3nueckoi Harpy3ke MoTpeOHOCTh B DHEPTUU COCTABIISIET 35 KKajl Ha
KWJIOTpaMM HJ€albHONW MacChl Tella B CyTKH, IPU OOBIYHOM - 40 KKaJI/KI'B CYTKH.
HecMmotps Ha T0, uro nanuents! ¢ XbII Ha nporpammuom I'/] 00b14HO noSTy4aroT
MHOTO 0eJlKa, 3HAYUTEJIbHYIO YaCTh UX SHEPT€TUYECKON NOTPEOHOCTH MOKPHIBAIOT
3a CUET JKUPOB U yriieBoJoB. Kak v B J0IMATM3HOM NEPUOJIE, IPEATIOYTECHUE
ClielyeT OTJaBaTh pacTUTENbHBIM kupaM. LlenecoobpasHo ynorpediaeHue
PBIObEro KUpa, OJJHAKO HEOOXOIMMOCTHEr0 MPUMEHEHHUS HAaJI0 paCCMaTPUBATh
UHAUBUAYAIbHO. B psie ciyyaeB 4yacTh S3HEPreTHYECKOMIOTPEOHOCTH MOKHO
HNOKPBIBATH 32 cyeT ankorosst. OOBIYHO €ro Ha3HAYaloT B TE€X e KOJIUYECTBaX,
4TO U B AoauanuzHoMm nepuoje. [lorpednenue yrieBoaoB y 6onsHbix XbII Ha
JIUAIIA3E MTOUMHSIETCSA TEM K€ IPABUIIAM, YTO U Yy ITALIMEHTOB B JOAUAJIN3HOM
IIepUoe.

[IpoaykThl, OOTaThIE YIIIEBOIAMHU, C OOJIBIITUM COJIEPKAHUEM KaJIus
npoTuBonokaszansl. [loTpeGHOCTh B BUTAMUHAX Y OOJBHBIX NpH Jeuenuu ['/]
BO3PACTaeT, OAHAKO, KaK YKa3bIBaJOCHBbIIIE, OECKOHTPOJIBHBIN MTPUEM
COBPEMEHHBIX BUTAMUHHBIX IIPENAPATOB OIIACEH U MOXKET BbI3BATH CEPHE3HBIC
OCJIOXKHEHHS.

TpebGoBanus B oTHOIIEHUY NTUTaHus TIpH JieueHuu [1]] menee crporu, uem npu /1.
[Tpu I1J] opranu3m HENpephIBHO MOJABEPratOT AE3UHTOKCUKAIUHU, TEPAECTCS
6ompiie Oenka, yem npu [/, moaTomy ciieyeT exXeIHeBHO MPUHUMATh OKOJIo 1,5 T
Oelika Ha KMJIOTPaMM Macchl Tea B cyTku.llenecooOpa3Ho orpaHn4nBaTh
noTpebIeHne JKUPOB U YIIIEBOJOB, TaK KaK OPTaHU3M €3KEHEBHOUEPE3
nuanu3Hbiii pactBop nosydaet 400-800 kkaja sHEPruu B BU/IE TIOKO3bl. BObHBIM
MOKa3aH 00Jiee aKTUBHBIN JIBUTATEIBHBIA PEKUM, YTOOBI TPETOTBPATUTH
OTJIOKEHHUE KUPA B MOJKOKHON KIIETYATKE, 4 TAK)KE YBEIIMUECHUE KOHIIEHTPALlUH
JIMIIAI0B B CBIBOPOTKE KPOBH.

BonopactBoprmbie BUTAMHHBI, 0COOEHHO MUPUIOKCHH (BUTaMUH B6) 1
ackopOunoBas kucinorta(Butamun C), cienyeT Ha3HayaTh BHYTPb B KAUECTBE
3aMmecTuTenbHOM Tepanuu [1,5]. UToObI yMEHBIIUTH OIIYIICHHE TIEPETIOTHCHIS B
KHUBOTE, 00YCIOBICHHOE JUATH3ATOM B OPIOIIHOM TOJIOCTH, MAIIMEHTHI JOHKHBI
MPUHUMATH MUY TPOOHO, MAIBIMUA HOPUUSIMU. AJIKOTOJIb MAIIUEHTaM,
nonyyatomum I1JI, nporuBonokasaHs.

3akJroueHue

3a 10 net, npomenmme ¢ MoMeHTa coznanus konuenuuu XbII, Bo Bcem mupe
HAaKOIJIEH OTPOMHBIN 00BEM JTaHHBIX, TOKA3BIBAIOIINX BHICOKYIO
pacpoCTPaHEHHOCTh 3a00JIeBaHUM MOYEKHU OOJIBIIION COITMATIbHO-3KOHOMHUYECKHUI
yiiep0, cBsi3aHHbIl ¢ pa3BuTreM TIIH. He BbI3pIBacT COMHEHUSI, UTO BaKHAS
3a/1aua MpeynpexkaeHus JanbHenero npupocta 6omabubix ¢ [TH, cHxenus
pacxonoB Ha BeICOKO3aTpaTHYIO 31T 1 yMeHbIIEHHS CEpEUHO-COCYAUCTOTrO



pHUCKa BHOIMYJISLUUU, OOYCIOBIEHHOTO MOYEYHON TUC(YHKIMEH, BBIXOAUT 32
paMKu OTHOW MeauIMHCKoU crienuanbHocTh. Konnenmusa XbBII cozmaer
YHUBEPCAIbHYIO MIIATHOPMY ISl IIHUPOKOTO U 3P (PEKTUBHOTO B3AUMOEHCTBUS
BCEr0 MEIMIIMHCKOTO COOOILECTBA C LEIbI0 MPOPUIAKTUKH, PAHHETO BBISIBICHUS U
TOPMOKEHHS TIPOrPECCUPOBAHUS XPOHUYECKUX 3a00JIEBaHUM MOYEK pa3HON
ATHOJIOTMH, 0€3 YET0 CEroJHsI HEBO3MOYKHO PEAIN30BaTh MacIITAOHbIE 3aa4n
OTEYECTBEHHOT'O 3/[PaBOOXPaHEHUs M0 cOepexKEHUI0 pabOTOCTIOCOOHOTO
HACEJICHUS U 03/I0pOBJICHUIO HAllUU.
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