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BBeneHue

Ha py6exe XX u XXI BB. MUPOBOE COOOIIECTBO CTONKHYJIOCH C TJI00AIBHON
npo0eMoi, UMEIOIIeH He TOJIBKO MEIUIIMHCKOE, HO U OTPOMHOE COLMAIbHO-
HPKOHOMHUYECKOE 3HaUCHHE, - TaHAeMHUEH XPOHMUECKUX HENH(EKITMOHHBIX
001e3Hel, KOTOPBIE €KETOAHO YHOCSIT MIJITHOHBI JKU3HEH, TPUBOAT K TSKETIBIM
OCTIOKHEHHSIM, CBSI3aHHBIM C TIOTEPEH TPYAOCTIOCOOHOCTH M HEOOXOIMMOCTHIO
BBICOKO3aTpaTHOTO JieueHus. Cpeau HuX 3a00J1eBaHus OYEK 3aHUMAIOT BaXKHOE
MECTO M3-32 3HAYUTEIBHON PacIpOCTPaHEHHOCTH B TIOMYJISIIIH, PE3KOTO
CHIDKEHUS Ka4yeCTBa JKU3HU, BRICOKOH CMEPTHOCTH TAIIMCHTOB U MPUBOJIST K
HEOOXOAMMOCTH MPUMEHEHHSI TOPOTOCTOSAIIUX METOIOB 3aMECTUTEILHON TEparuu
B TEPMUHAIBHOMN CTAaIUU - TUATHA3a U TIEPECATKH TOYKH.

Xponudeckas 6one3nb nouek (XbII) — 310 nepcuctupyroiiee B TeUCHUE TPEX
Mecs1EeB UK 0oJiee TopaxEeHUE opraHa BCJIEICTBUE JEUCTBUS Pa3TUYHBIX
ATUOJIOTHYECKHUX (PAKTOPOB, aHATOMUYECKON OCHOBOW KOTOPOTO SIBJISICTCS
MPOIIECC 3aMEeIICHUSI HOPMaIbHBIX aHATOMHYECKUX CTPYKTYp Pudpo3om,
IPUBOIAIINHN K €r0 JUCHYHKITUY.

PacripoctpanennocTs XBII conocTaBuMa ¢ TaKUMHU COITUATBHO 3HAYUMBIMU
3a00J1eBaHUSAMU, KaK TUTIEpTOHNYECKast 00J1e3Hb U caxapHbiii quadet (CJ]), a
TaK)Ke OKUpEHUe U MeTabonndyeckui cuaapoM. [Ipu3Haku moBpexaeHUsS TOUYeK
W/WIIH CHIKEHHE CKOPOCTH Kiy0oukoBoit punbTpanuu (CK®) BRIABISIOT, Kak
MUHUMYM, Y K&KJOTO JECITOro mpeacraButens odmen nomymsiuu. [Ipu stom
COIMOCTaBUMBbIE ITU(PBI OBUIH MOIYYEHBI KAK BUHYCTPUATBHBIX CTPaHAX C
BBICOKMM yYPOBHEM KHU3HU, TAK U B PA3BUBAIOIIUXCS CTPAHAX COCPETHUM U
HU3KUM JT0OX0JI0M HaceseHus (Ta0i1. 1). Pe3yapTaThl mpoBeeHHBIX
AMUIEMHOJIOTUUECKUX HccienoBannii B Poccuun mokasanu, aro npodiaema XbI1
JUJT HAILIEW CTPAHBI SBJISETCA HE MEHEE OCTPOM.

Jleuenre HeppOreHHOW aHEMUHU

Cpenu npuyuH TOCIUTANM3AIINN U JIeTalbHOCTH y 60mbHBIX XBII nmepBoe
MECTO 3aHUMAIOTCEPACYHO-COCYAUCTHIE OCIOKHEHMS. Beaymmum
ocnoxHeHneMm anemuu nipu XbII taxxe

SABJISICTCS MTPOTPECCUPOBAHUE CEPICUHO-COCYIUCTON NATOIOTUH,
MPOSIBIISIIOIIEECS] PA3BUTUEM CTPYKTYPHBIX U3MeHeHnt muokapaa, UbC u
XPOHUYECKOMN CEpACYHON HEJOCTATOYHOCTHIO.

AHeMUs accorMupoBaHa ¢ pa3BUTHEM U TPOTPECCHPOBAHUEM THUIIEPTPOPUHU
JIEBOTO KeTyA04Ka, onpeaeasiemoit oonee yeM y70% OONMbHBIX 40 HadYada
3aMEeCTUTENbHOU noueuyHou Tepanuu [4]. [lomararot, 4T0 aHEMUS MOKET
3aIyCKaTh P MOCIEYIOMIMX NAaTOJOTHYECKUX PEAKIINI CO CTOPOHBI Kak
CEpACYHO-COCYAUCTON CUCTEMBI, TaK U BCcero opranusma (3pQpexT aiurenbHon
TUIIOKCHH ), IPUBO/JIS K TIOCJIEICTBUSIM, 0OPAaTUMOCTh KOTOPBIX, HECMOTPS Ha
MOCIEAYIONIYIO €€ KOPPEKIINIO, OCTAETCsl TUCKYTa0eNbHOM [5, 6, 7].



[IpodunakTrika 1 KOPPEKIUS aHEMUU HAINPABIIEHbI HA PEHO- U
KapUONPOTEKLHUIO, YIyUllleHue KauecTBa ®u3HU 00sibHbIX XBII, cHrkeHue
YacTOThl TOCIUTANIN3AINH, YBETUUEHUE TOJEPAHTHOCTH K (PU3NUECKUM
Harpy3Kam.

[To maHHBIM SMTUACMHOIOTMUECKUX UCCIICIOBAHNUN, aHEMUS PErUCTpUpyeTcs y 5%
nanueHToB ¢ XbII 1-2-i craguit, y 15-20% - ¢ 3-it cragueit, y 50-55% - ¢ 4-i1
cranueit u'y 80% naruentos ¢ XBII 5-i cramuu [1, 3].

OcHoBHbIMU TpuunHamMu aHemuu npu XbII cioykaT Heg0CcTaTOK BEIPaOOTKU
spurponodtuna (I110), nedpunur xenesa, yMEHbIIEHUE CPOKA KU3HU
sputpounToB. CiaegoBaTenbHo, aHeMHUIO Tpu XbBII MOXHO oxXapakTepHu30BaTh Kak
TUIOPEreHEPATOPHYIO (APUTPONOITUHICPUIIMTHYIO), CITPU3HAKAMH FeMOoJIn3a U
neduimra xenesa [5].

VY 6onbnbIX XBII 3-4-i1 cranuu neduiuT xene3a pa3BUBACTCS BCIEICTBHE
KpPOBOIOTEPH, BKIIFOYAs ATPOTCHHBIC (HEONpaBJIaHHbIC aHAIN3bI KPOBU), TIPU
HEJIOCTATOYHOM IMOCTYIUICHUH JKeJie3a C MUIIEeH, MaloOCSIKOBOM TUETHI,
YMEHBIIIEHUH €T0 a0COPOIINH B KEITYTOYHO-KUIIIETHOM TPAKTE U3-3a aXalla3uH,
npumMeHeHus GhochaTcBA3bIBAIOIINX TIpenapaToB. JleueHne aneMuu
nmpenapaTamMu SpUTPOIOdITHHA Y 00ybHBIX XBII yBemuunBaeT moTpeOHOCTH B
&Kesese, MOCKOJbKY s cuHTe3a 10 r/71 reMorioOnHa TakuM OOJIbHBIM TPeOyeTCs
150 mr xene3a. [ToaTomMy JledeHUE SPUTPOIIOITHUHOM SBIISIETCSI HAPSTY C
KPOBOIIOTEPSIMU OJHOM M3 MPUYUH Pa3BUTHUS )KeJie301eUIINTa, OCOOCHHO eCTU
OOJIbHBIE HAXOJISITCS HA MPOTPAMMHOM T€MOIHAITU3E

B psine KTMHUYECKUX UCTIBITAHUN ObLIa IPEANPUHSTA MOMBITKA OLIEHKU TOTO,
KaKue MPEeUMYIIECTBA MOKET J1aTh IMOJHOLEHHAS! KOPPEKIUS AHEMUU T10
cpaBHEHHIO ¢ yacTUuHOU. Tak,B 2006 r. 1Ba KPyIMHBIX PaHIOMU3UPOBAHHBIX
KOHTPOJIbHBIX HCCIeoBaHus y manueHToB ¢ XbII nmokaszanu, 4to nonHas
KOPPEKLIHS aHEMUH 110 CPABHEHUIO C YACTUYHOW HE CHMXKAET YaCTOTY
KapJIMOBACKYJISIPHBIX COOBITU [3] UM Take MOBBIIIAET PUCK PA3BUTHS
MEPBUYHBIX KOMOMHUPOBAHHBIX CEPJIEYHO-COCYIUCTHIX KOHEUHBIX Touek [4]. B
uccienoBannu TREAT y nuabeTrkoB HE BBISBICHO MOJOXUTEIHHOTO BIMSTHUS
MOJIHOW KOPPEKIMU aHEMHUH Ha BBI)KUBAEMOCTD MALIUEHTOB, B TO K€ BPEMs
JOCTIKEHUE TIEJICBOYM KOHIICHTpauu reMorioounna B 13 r/m1 ObUTOo CBA3aHO ©
MOBBIIIEHUEM PUCKA PA3BUTHS UHCYJIBTA U TUNIEPTEH3HH, a TAKKE BEHO3HBIX U
apTepuaIbHBIX TpPOMOOIMOOIMIecKX coObIThH [41]. B cBs3M ¢ aTUM
OOJBITMHCTBOAKCIIEPTOB CYMTAIOT ONITUMAIIBHEIM T1esieBoi ypoBerb Hb 110 1/n
(11 v/mr), KOTOPBIH MO3BONSET N30KATH HEKOHTPOIUPYEMOTO pOCTa
koHIeHTpauu Hb, mpogomkaromnierocst mocjie OTMEHbI Mpenapara.

Koppekuuns anemun npu XbII C5 cragum Ha OCHOBE NPUMEHEHUS
PUTPONOIZCTUMYIIUPYIOIINX ar€HTOB U MIPEINApaToB KEJIe€3a B HACTOSIIEE BPEMS
SIBJISIETCSL OJTHUM W3 OCHOBHBIX MPUHIIUIIOB BEICHUS TaKUX O0JIbHBIX. bosee
CJI0’KHO OLIEHUTh MOJXOJbl KKOPPEKIIMY aHEMUHU HA JOANANN3HbIX cTaausax XbII.
MoxHO OBLIIO 0XKUJIATh, YTO PAHHEE JICUCHUE aHEMUH JI0JKHO 3aMeIIISATh



MIPOrpeECCUPOBAHUE KAK MTOYEUYHBIX, TAK U KapIUOBACKYJISIPHBIX MOBPEKICHUH.
[Ipu 3TOM cenyeT UMETh B BUY, YTO C YUETOM TaK Ha3bIBAEMBbIX IJIECOTPOMHBIX
sapdexToB D10 MOKHO pacCUUTHIBATH HA €r0 PEHO- M KapAUOIPOTEKTOPHBIE
3¢ (PeKThl HE3aBUCUMO OT BIUSHHUS TaHHOT'O TOPMOHA HA 3PUTPOIO0I3

Jleuenue aneMuu OOBIYHO MPOBOJIAT B JIBa 3Tana: B paze KOppeKIuu
HEO0OXO0MMO JOCTHYb IIEJIEBOI0 YPOBHS reMoryioonHa He 0osee 4em 3a 4 Mec u
Ha CIIEYIOIEM dTare MOAACPKUBATh JOCTUTHYThIE 3HAUCHUS
(mopnep>kuBaromias ¢aza). B pa3y koppekuuu npuMeHst0T TaKk Ha3bIBa€MbIE
ctaptoBbie 10361 DI10, koTopsie 00b1aHO Ha 30% (20-50%) BhIIIE
MO/IIEP>KUBAIOIIUX /103. J{Mana3oH CTapTOBBIX 7103 B HAIlIEH CTpaHe MPHU
ITOJIKO’KHOM BBEJICHUMOOBIYHO cocTaBiisieT 50-100 E/I/xr macchl Tena manueHTa
B Henemo uin B cpenHeM 6000 EJ] BHeneno. BHyTpuBeHHo npenapatsl I110
BBOJIAT 3 pa3a B HeAemto. [Ipu moiko>KHOM BBEICHMMYACTOTA BBEJICHUS
AMOATHHA alb(a Uiu OeTa MOXKET OBITh CHIKEHa 710 1-2 pa3 B HeeIo.

Hapyuenuss MuHepasibHOro o6MeHa

Hapymenus romeocrasa kanbius 1 Gocdopa 1 MpOsSBICHUS BTOPUIHOTO
runeprapaTupeosa nporpeccupytot no mepe cumxenuss CK®. [pu stom
kpuTHueckuM 3HaueHneM pCK®, npu KoTopoM HaYMHAIOT HAOIIOAATHCS
M0J1aBJIEHNWE aKTUBHOCTH 1a-TUJIPOKCHUIIAa3bl B TOYKAX, MOBBIIICHNE
CBIBOPOTOYHOM KOHIIEHTpALMK HeopraHudeckoro (ocdopa, ymeHbiieHue
KOHIIEHTPAIIMH KAJIbIUS B CHBIBOPOTKE KPOBU U HapacTaHUE YPOBHS
naparropmona (I1TT), cuuraerca 60 mi/mun/1,73 M2. DT U3MEHEHUS HE TOJIBKO
BBI3BIBAIOT Pa3BUTHE OCTEOAUCTPO(HHU, HO M CIOCOOCTBYIOT KalbIM(pUKAIIUN
COCYZIOB M MSITKMX TKaHEH M yBEIIMUYMBAIOT YPOBEHb KapAUOBACKYIISIPHON
3200J1€Ba€MOCTH M CMEPTHOCTH Ha OoJiee mo3aHuxcraausx XbII.

Ha pannux cragusax XbII B nognepxanuu romeocraza KOCTU B OCHOBHOM
yuacTtBYyIOT 3 ropmona: FGF23, kaneuutpuon u napatupeonansiii ropmos (I1TT).
3TO TOPMOHBI, B3aUMOJICHCTBYIO ¢ KanbliieM, (pocopom 1, B MEHbIIIEH CTETICHU C
MarHueM, o0ecreuynBaloT aJIeKBaTHYI0 a0COPOIMIO MUHEPATIOB U3 KUIIICYHUKA,
AKCKPELHUIO UX MOYKAMHU U ONTUMAJIbHBIE YCIOBUS JJIs1 MUHEpAU3aluu U
peMoaenupoBaHus koctH. KomiekcHoe Bo3elicTBue cHmkeHus 1,25-D3,
rUNOKaIbIeMun U rutiepdocdharemun ctuMmymupyet cekpenuto [ITT u BHOCHT
BKJIaJl B IporpeccupoBanue rumneprnapatupeosa. C nepexonom XbII B
TEPMHUHAIBHYIO CTA/IMI0 U HAYAJIOM JMajn3a 3Ta CTPOMHAS CHUCTEMAa rOMeOCTas3a
Hapymaetcs, npuBois K pocty FGF-23 u IITI, ctabuibHO HU3KOMY YPOBHIO
KaJIbLIUTpHOJA, runiepdocaTeMun U CHUKEHHOMY YPOBHIO Kaublus [2]. Y
6onbHbIX ¢ XBII ymepenHo nosiiieHHbINH ypoBeHb UIITIT cunTaroT onTuManbHbIM
IU11 HOPMAJIBHOTO PEMOJICIIMPOBAHUS KOCTHOM TKaHU, B TO BPEMS KaK YBEIIMUCHUE
KOHIIeHTpaiuu Kanblus, pochopa u ullTI" (>600 Mr/mi1) B KpOBU MOBBIIIAET PUCK
cMmeprtHocTH [3].

[Ipu Benenun nanuenta ¢ runepdocdareMueiit u BIOOpE CIOCOOOB JICUSHHS



CJIelyeT OLEHUTh OCHOBHBIE (PAaKTOPBHI, BIMSIOLIME Ha Iy (pochopa B OpraHusmMe u
Ha YPOBEHb aHUOHA B HUPKyJsinuu ipu XBI1: 1) cocTosiHue ocTaTtouHO# QyHKIMH
noyeK (CrocoOHOCTh 3KcKkpeuuu P);

2) notpebyienue P ¢ nuiieid, nuieBsIMU J0OABKAMU U JIEKAPCTBaMHU; 3) YACTOTY U
MPOJOJKUTENBHOCTD MPOLEAYP Auain3a; 4) N30bITOK UM HEAOCTATOK BUTAMHUHA [];
5) mpuem npenaparoB A JeueHus runepdacharemun; 6) mapeHTepaIbHOES
nutanue; 7) Tsokects BI'TIT nuyBctButenbHOCTh ckenera K ullTI; 7) nannune BOH
U runepkaradonn3Ma; 8) BIpaXKEHHOCTD alu03a.

[ManmenTsl ¢ XBII C3-C5 coxpaHstoT cnocoOHOCTh BEIBOAUTH ¢ Mo4oid ~ 400-900
mr P B 3aBucumoctu ot crenenu cHkenus CK®, nostomy orpanuuenue P B
JUEeTe MOXKET OBITh 3()(PEKTUBHBIM HHCTPYMEHTOM MOJJIEPKAHUS HEUTPATLHOTO
OaJlaHca 3TOro aHMOHA 0€3 MPUMEHEHHUs MPenapaToB JJIs JeUeHUs
runepdocharemun. IIpu koppekTupoBKe NoTpedaenHus nuiesoro P Ha
nonuanu3nbix cragusax XbII ciaeayer yuuTbIBaTh CTENEHb CHUKEHUS IKCKpenunu P
noukamMu B 3aBUCUMOCTH OT CK® (~ Ha 30 mr Ha kaxasie 10 mi/mun/1,73 m2
camkenust pCK® B ee nuanazone 70-40 mu/mun/1,73 M2 u ~ na 100 mr Ha
kaxzsie 10 mu/mun/1,73 M2 camxenuss pCK® npu ee 3nauenusix <40 mu/mun/1,73
M2). Y maruentoB ¢ XbIT C5/1, koutponsnorpediaenus P ¢ enoii, kak nmpaBuio,
JIOJI’KEH COMPOBOKIATHCS APYTUMHU JIeueOHbIMU MHTEPBEHIMAMU. B ciyyasx
noauanm3Hbix craauii XbI1 ¢ HekoHTposmpyeMoit queroit runepdocdaremueii u
nporpeccupytome cumnromarukon MKH-XBII npuMenenune npenapatoB it
nedenus runepdocharemMun, He cosepkamux B cBoeM coctaBe Ca, MOXKET OBITh
OTIpaBJIaHO BMECTE C AMETApHBIMU UHTepBeHIMsAMU. [Ipenapat BeiOOpa 1ist 3TUX
KJIIMHUYECKUX CIIyYaeB — CEBEJIAMEDP, KOTOPBI UMEET COOTBETCTBYIOIIUE
MOKa3aHus, 00JIaacT PSIAOM MOJIE3HBIX TICHOTPONTHIX 3P (HEKTOB U
aCCOIIMMPOBAH C TEHACHIMEH K CHIbKeHHI0 Ca 1 apTepuaibHON Kanbluudukanmu, a
Takke (haTaJbHBIX UCXOI0B (B CPAaBHEHUU C TIpemapaTaMu st ICYeHUS
runepdocharemun, ve cogepxkanumu Ca). C 11e1b10 CHUKEHUS PUCKOB
(aTanbHBIX UCXOJOB MPU HEOOXOAMMOCTH MPUMEHEHHUS JIEKapCTBEHHOMN
KOppEeKIHuH nepcuctupyroiei runepdocharemun y narmeraTor ¢ XbIT C5]]
PEKOMEHJOBaHO MMPOBOIUTH TEPAUIO CEBEIAMEPOM U OTKA3aThCS OT
HCIIOIb30BaHUs OMOJIOTHYSCKH aKTUBHBIX J100aBOK, cosepxkaniux Ca u/uim
nperaparoB JUIs JieueHus runepdocdaremun, coaepxamux Ca [1].

KoncepBatuBaoe neuenne BITIT BkimrodaeT: BocmojHeHHE AehHIUTA
KabIIUTPUOJIA, Ha3HAYCHWE TpermapaToB  Kameiuss U (docdar-
CBSI3BIBAFOIIINX JIEKapCTBEHHBIX CPEICTB, WCIIOJIb30BaHUE
KaJbIIIMIUMETHKOB [1-3].

KanbuuTpuos moBsImaeT aacopOIUio KalblKs B TOHKOW KHIIKE, TIO3TOMY
ero couetaroT cHazHadeHueM Kaibiys (1mo 500-1000 mr/ cyT), 9To 0coOeHHO
BaXKHO JJISI OOJIBHBIX C



npegauanuznoi XITH, nonyyaromux AMETy ¢ orpaHuYeHueM Oenka u
COOTBETCTBEHHO Kanblus. OTHOBPEMEHHO C KaJbLUEM KaJIbLUTPUOJ YBEIUUUBAET
BcacbiBanue B JKKT ¢ocdaTa, koTopsIM0cOOEHHO OOTaThl MSICO, phIOa, MOJIOUYHbBIE
U Apyrue npoaykrtsl. [loBeiieHHbIN ypoBeHb hochopa B KPOBH, C OAHONW CTOPOHBI,
ctumynupyet npoaykuuto [1TI, a ¢ npyroi - cnocoOCTBYET HIKTONMUUECKOM
kanpiupukanuu [4]. UMeHHO mo3TOMY KOppeKius rumnepdochaTteMun -
BOKHEHIINI 3JIEMEHT MPOPMIAKTUKH U JICYEHUSI OCTEOAUCTPOPUH.

Cepbe3HbIM HEOCTATKOM KaJbLUTPUOJIA U B MEHBLIEH CTEIIEHU HECEIEKTUBHBIX
MetabonuToBBuTaMuHa D2 - nokcukansiudepona (1a(OH)2D2), kak u ansda-
kanbiaona (1a(OH)D3)

ABJISIETCS] CIIOCOOHOCTh MHAYLIMPOBATH TUIEPKATBIIUEMHUIO U TEM CaMbIM
YCUJIUBATh PUCK 3KTOMUYECKOW KaJIbLIM(PUKALIMK C OTIOKEHUEM KaJbLIUs HE
TOJIBKO B MSTKME TKaHU, HO U B KOPOHAPHBIE apTEPUH, CTEHKY aOpThl, KJIalaHbl
cepaua. Koponaphas kanbiu@ukanys moBbIIIAET JIETATLHOCTh OOJBHBIX Ha
JManu3e, a MOBBIIIEHUE )KECTKOCTH a0PThI M IEPUPEPUUECKUX apTepUil SBIISETCS
npuunHou pazsutus ['JDK u quactonnyeckon cepaeyHOMHENOCTATOYHOCTH.

CenextuBHblii aktuBatop VDR - mapukanbiuTos, CHHTE3UpOBaHHbIN B 1985 1.,
3HAYMTEJILHO B MEHBIIICH CTETICHHU, YeM KaJIbIIUTPUOJI, TIOBBIIIAET aJCOPOIHIO
Ca2+ B KKT, npaktuuecku He BIUseT Ha ypoBeHb Ca2+ u Pi B CBIBOPOTKE KpOBH
OOJBHBIX U HE YCYT'YOJISIET METacTaTUYECKYI0 Kanbludukaiuio. B To ke Bpems o
B OonbIneil crenenu noganiseT cexkperuio [T (B 4 pa3a cunpHee KanbUUTPUOIIA)
u ¢ ycriexoM npumensiercs B jedenuu BI'TIT [2]. [TapukanbiuTon npuMeHseTcs
s nederust BITIT kak y 607bHBIX Ha AUAIN3€, TaK Uy OOJBHBIX C
npenauanusnond XITH, B To Bpems Kak Ipyrod HHHOBAIlMOHHBIN MIpenapar u3
TPYMIIbI KAJIBIIUMUMETUKOB IIMHAKAIBLET pa3pemieH i edenuss BI'TIT tosibko y
O00NpHBIX Ha Auanu3e. [[uHakaneT SBIseTcs aJuI0CTEPHUECKIM MOIYJISTOPOM
CaSR, KOTOpBIil CBA3BIBAETCS C €T0 BHEKJIETOYHBIM JTOMEHOM U, U3MEHSIS
TpeTuuHy10 CTpyKTYypy CaSR, uarudupyer Beiceoboxaenue I1TT, He yBennunuBas
koHteHTparuu Ca2+ u Pi B cbIBOpOTKE KpOBU OOJIBHBIX. JIeueHue uHaKaIeToMm,
nnoMumo cHukeHus [ITI' B CbIBOPOTKE KpOBU, IPUBOJIUT K YMEHBIICHUIO
runiepruiazuu DK, cHrmkeHno yucia rnepeioMoB, 3aMeIJIEHHI0 BHEKOCTHON
KanblU(DUKAIMHY, YIYYIIEHUIO Ka4ecTBa )KU3HU OOMbHBIX. BHEIpenue B
KJIIMHUYECKYIO MPAKTUKY KATBIIUMUMETHKOB 3HAYUTEIBHO (IPUMEPHO BIBOE)
YMEHBIIWIIO TOTPEOHOCTh B NAPATUPEOUIPKTOMUM Y MAIMEHTOB HA JIUAJIU3E.
Hpyrue nokazanus k [1TD - kanprudunakcus (qucceMUHUPOBAHHBIC HEKPO3bI
KOXH), pazBuTue ajieHombl ogHou u3 [TIDK nnu ee manurauzanus. [Ipu
cyororanpHoi pesekiuu TIIK gacto Habmogarot penmaussl BITIT [1,3].

ApTepuanbHasi rUnepTEH3Us

Crolikast apTepuaibHasi TUIIEPTEH3UsI TOCTOBEPHO YBEJIMUMUBAECT BEPOSATHOCTD
TEPMUHAIbHOMTOYEYHON HEJOCTATOYHOCTH: 110 MPOTHOCTUYECKOMY 3HAYEHUIO
OHAa COMOCTAaBUMa C MEPCUCTUPYIOIIEH «00bII0M» (>3 I/CyT) NpOTeUHYpUEH U
TUIIEPKPEAaTUHUHEMHUEH,

BBISIBJISIEMOM B MOMEHT Jie0roTa Heponatuu [3]. B HauOombIei cTeneHn puck



HEOOPATUMOTO YXY/IEeHUsS (PYHKIMHU TOYEK, TO-BUIUMOMY, OTpaKaeT
MOBBINIEHHOE cucTonnueckoe AJl: maHHast 3aKOHOMEPHOCTh MOJATBEPKICHA U B
oO111ei MOMyJSIIIUY, B TOM YUCTIE Y HE CTPAIAIOITUX XPOHUUECKUMU TTOYEUHBIMU
3a0oneBaHusAMU. ONBIT HAOIIOAEHUS 32 IEMOHCTPATUBHBIMU TPYMIIAMU
ManuMeHToB, crpanarommnx XbII, cBUAETENBCTBYET O TOM, YTO BBIPAXKEHHOCTD
apTepUaIbHOM TUIEPTEH3UN KOPPEIUPYET C IPYTUMH MapKEPaAMU aKTUBHOCTH U
TSDKECTU IMOYEYHOTO MOopakeHus (MPOTEUHYpHUsl, TUTIEPKPEATUHUHEMUS,
BBIPAKEHHOCTD IIOMEPYJIOCKIEPO3a U TyOYJTOUHTEPCTUIIMATIBHOTO (PruOpo3a,
OIICHEHHAasl MPU MEePBOM OUOIICUM TTOYKH, Pa3MePhl MTOYKH HA CTOPOHE CTEHO3a
MOYEUHOM apTepUu IPU PEHOBACKYJISIpHOU rurnepTeHs3un) [4]. Hapacranue
apTepUaIbHOM TUIEPTEH3UH - OJIMH U3 HanboJiee YyBCTBUTEIHLHBIX MAPKEPOB
AKTUBHOCTH MOYEYHOTO TTOPAKCHUSI.

MHOTOKOMITOHEHTHOCTh IMaTOreHe3a He()POTCHHON apTepuabHOU TUIIEPTCH3UN
IpeoTPEAeIIeT 3HAYUTETHFHO MEHBIIIYIO 10 CPABHEHUIO C 3CCEHIIMATBHON
apTepuabHOM TUNIepTeH3NEH (THIIEPTOHUYECKOM 0051€3HBI0) 3D PEKTUBHOCTD
aHTUTHUIICPTECH3UBHOM Tepanuu [8]. BMecTe ¢ TeM HCTHHHAS PE3UCTCHTHOCTh
He(POreHHOM apTepHaAIbHON THUIICPTEH3UH K JICUYCHHIO, TI0/Ipa3yMeBaroIIast
HEJ0CTAaTOYHOE CHIKEeHUE A/l Mpu NpUMEHEHUM KOMOMHAIIHH
AHTUTUTICPTEH3UBHBIX MTPETIAPATOB M HEMETUKAMEHTO3HBIX METOJIOB JICUCHUS
(orpanndeHue MOTPEOICHUS TOBAPEHHON COJIHN), TpeOyeT 0cO00r0 BHUMAHHS.
Taxoe mosi0’keHNE MOKET yKa3bIBaTh HE TOJILKO HA HApACTaAHUE aKTUBHOCTH
MIOYEYHOTO MPOIlecca, HO U Ha 03JI0KaYECTBIICHUE apTePHATBLHON TUIIEPTEH3UH.
OpxauM 13 HanboJee TOCTOBEPHBIX MapKEPOB3IIOKAYECTBEHHON apTepHuaIbHON
THIEPTCH3UH CUYUTAIOT JIBYCTOPOHHUM OTEK JIMCKA 3pUTEIHHOTO HepBa[S].

VY nanuenros, nonydaromux 31T, BeIpaxeHHOCTh apTEpUATbHON THIIEPTEH3UN
OOBIYHO 3aBUCUTOT CTETICHH aJICKBATHOCTHU MPUMEHEHHUS COOTBETCTBYIOIIETO
MeToAa. 3HaUYeHHEe 00bEeM- HATPUM3aBUCUMOM COCTABISIONICH B TATOTCHE3E
aprepuanbHoi runiepren3uun npu XITH moaTBepkaaeT HEOOXOIUMOCTh
MOAJEPHKAHKS LEJIEBbIX BEJIMYUH «CYXOH MAaCChI».

VY CTaHOBJIEHO, YTO YaCTOTA OJTHOTO M3 HAaHOO0JIEe OMACHBIX OCIOKHEHHIM
apTepuaJbHON TMIEPTEH3UH - MO3TOBOI'O MHCYJBTA - Y MALMEHTOB, MOJIYYarOIIUX
JICYeHHE MOCTOSTHHBIM amOynatopHbiM [1]], 6omee yem B 10 pa3 mpeBoCXOAUT
TAaKOBYIO y Haxosmuxcs Ha nporpammuoM ['/1 [6]. YacTele Auanu3Hbie
MPOLEAYPHI U JJIUTEIBHBIA HOYHOW TMAIN3 MOTYT CYIIECTBEHHO YJYYIIUTh
KOHTpoJib A/l y OOJIBHBIX € apTepUaIbHON TMIEPTEH3UEN HA AUANIN3E U
YMEHBIIUTH TUTIEPTPODHIO MUOKAp/IA JIEBOTO Kemyaouka. [loMruMo 9acToTe
YBEJIIMYEHNE BPEMEHM CE€aHCa JUalin3a MO3BOJISIET CHU3UTH CKOPOCTh
yIbTpadUAbTPALMU U 38 CUET yIJIMHEHUS TPOLIeAYpPhl 00€CIEUUTh JOCTHKCHUE
LIEJIEBOTO BECA MOCIIE THAIN3A.

Hedporennas aprepuanbHasi TMIIepTeH3Us BCETla XapaKTepU3yeTCsl OUEHb
BBICOKUM PHUCKOM CEPACYHO-COCYAUCTHIX OCIOKHEHUI (MO3rOBON UHCYIIBT,
XpOHUYECKasi cepieuHasi HeI0CTaTOYHOCTh, OCTPhIN MH(APKT MUOKap/a,
BHE3aIHast CMEPTh).



VY nmanueHToB ¢ UCXOHOM TunepTpodueit Muokap/ia IeBOro Keayaouka
nedyenre YD co cHmKeHreM o0bema 0osee 3pPeKTUBHO, YeM CHIKeHHE AJ]
AHTUTMIIEPTEH3UBHBIMU Npenaparamu [7]. U Bce ke 3HaunuTenpHOe
KOJMYECTBO JUATU3HBIX MAMEHTOB MPUHUMAIOT AaHTUTUIIEPTEH3UBHBIE
npenaparsl, a JaHHbIE Ha0JI01aTeIbHBIX UCCIIEI0BAHUN CBUAECTENbCTBYIOT,
YTO TaKOE JICUEHHUE CHUKAET OOLIYI0 CMEPTHOCTh, IPUUEM HAWUITYULINE
PE3yJIbTATHI MOJYYEHbl Y MALIMEHTOB, IPUHUMAIOIIUX UHTUOUTOPHI PEHUH-
AHTUOTEH3UH- alibiocTepoHOBOM cucteMbl (PAAC) nnu 6era-610KaTOPHI.
CpenHee KOIMYECTBO aHTUTUIIEPTEH3UBHBIX MTPENapaToB, HA3HAUYAEMbIX
HOBBIM IMALIMEHTaM Ha FeMOIMAIIN3€ U HATIEPUTOHEATbHOM JAHAJIN3e,
COCTaBIIAET 2,5 K IIECTOMY MECSAILY JICYEHUS TUATU30M.

JleuebHoe nutanue. Koppekuus b3H

Crparernyeckas poab querorepanuu (IT) nmpu XbII onpenenena tem, 4to
COCTOSIHUE TIUTaHHUSI M OEJIKOBO-dHEepreTuyeckas HempoctarouHocTh (BOH)
BBICTYMAIOT B KAUE€CTBE BAYKHBIX JICTEPMUHAHT 3200JICBAEMOCTH U CMEPTHOCTH Y
OOJIHBIX C TIOUYEYHOM MATOJIOTuel, 0COOCHHO BTEPMUHATIBLHON CTaUU.

XO0pOoII0 U3BECTHO, YTO BHICOKOE MOTpeOIIeHe OeTka BhI3bIBAET YBEIMUCHUE
noueyHoro kpoBotoka u CK®, ymenbilieHne kodpuiuenta raoMmepyisipHon
yIAbTpadUIBTPALMH, KOTOPOE CYUTAIOT KOMIIEHCATOPHON peakluen, Mpru3BaHHOU
OTpaHUYUTh HeKOHTposupyemoe nobieHue CK®. OTHOCUTENBHO
BBICOKOOEIKOBYIO JUETY, CBOMCTBEHHYIO OOJIBIIUHCTBY KUTEJICH Pa3BUTHIX
CTpaH, pacCMaTPUBAIOT B KA4€CTBE OJAHOTO U3 ()aKTOPOB PUCKA PA3BUTHS U
nporpeccupoBanus XbIIl. Eciu ydecTs, 4To npu MaTtojoruu nouek 6azaibHast
BeJIMYMHA KO3 UIHEHTA TIIOMEPYIISIPHON YIbTpadHIIbTPALIMH 3a4aCTYIO
OKa3bIBAETCSI CHUKEHHOM, TO MOKHO MPEANOIOKUTD, YTO JaTbHEHIIIee CHUKEHNE
MCXOJTHO HEBBICOKOT'O KOod(pduiimenTa Ha (HoHE MOCTYIIICHUS 3HAYUTEITLHBIX
KoJn4decTB Oenka Oy/ieT co37aBaTh U OOJIBIIYIO CTENEHb TPOTUBOICHCTBUS
HApaCTAHHIO TIIOMEPYIISIPHOTO KPOBOTOKA MITH KATMJUIAPHOTO THAPOCTATHIECKOTO
nasieHus [3-5]. st mpeogoaeHust ’TOro MPOTUBOICUCTBHSI TIOYKU BBIHYKICHBI U
Janee yBeIndauBaTh 00beM KpOBOTOKA. Takum oOpa3zoM, 3aMbIkaeTcs circulus
VitioSUS BHYTPHKITYOOYKOBOW THTICPTEH3UU.

[lepeuncnenuplie (aKThl CIykKaT TEOPETUIECKUM 0O0OCHOBAHHEM
11e7eco00pa3HOCTH BKIIOYeHUsI Mao0enkoBoit nuetsl (MBJ]) B mporpammer
KOHCepBaTUBHOW Tepanuu panHux craauii XbIl.Haznauenne MbB/I npexnae Bcero
HAIPaBJICHO HA YMEHBIICHNE HEPPOCKIIepO3a U OTAATICHHE CPOKa Hadasa
3aMeCTUTENbHOM Tepanuu. B To e BpeMst mpu HEOOXOAUMOCTH MPUMEHEHUS
3aMEeCTUTEIBLHOM MOYeUHOU Tepanuu B Bujie remoauanusa (I'/1) wiu nepu-
toHeansHoro nuanusa (I11) xapakrep AT B oTHOIIEHUH coepKaHus Oenka
CYILLIECTBEHHO

MeHsieTCs. 371eCh Ha IEPBOE MECTO BBIXOJIUT HE0OX0auMOCTh 00prOBI ¢ BOH.
[ToaToMy panoHbl TAKMX OOJIBHBIX JOJKHBI OBITH BEICOKOOEIKOBBIMHU.



B npakrtuke sieueHus: 00JbHBIX HAa JoAuann3HbIX cTaausax XbII ucnons3zyercs
JIOBOJIBHO MHOT'O BApUAHTOB TUETUYECKUX MPEANMCAHNN, CBA3aHHBIX C
OrpaHUYECHHUEM MOCTYIUICHUSI O€JKa, XOTs pe3yibTaThl IPUMEHEHUS
manooenkoBoit quetsl (MBJ]) (0,6-0,8-1,0 r Genka/kr Macchl Tea/CyT)B IJIaHe
3aMmeienns nporpeccupoBanus XbII okazanuck HEOAHO3HAYHBIMU . TeM He
MEHEE MOCJIETHUE HAKOIUUIEHHBIE JaHHBIE TIO3BOJISAIOT MOJIAraTh, YTO OrPAHUYECHUE
OeJika B palloHe AEHCTBUTENBHO MPUBOAUT K YMEPEHHOMY IMO3UTUBHOMY

s dekry B mane noyeyHoro nporuozanpu XbII.

Oco0eHHOCTH JIeYeOHOTO MUTAHUS U HYTPUTUBHOM MOJAEPKKH B
3aBUCUMOCTH OT CTaIMMXPOHUYECKOM 00Jie3HU ToYek [2]

1 cragus XBII. [IpoBoasT MeponpusaTUs 1Mo AMArHOCTUKE U JIEYEHUI0 OCHOBHOT'O
3a0o0seBaHus Uil 3aMeJJICHUS] TEMIIOB MPOTPECCUPOBAHMS M CHHXKEHUS PUCKA
Pa3BUTHUSA CEPJIEUYHO- COCYAUCTHIX OCIIOKHEHNUN. B 3aBUCUMOCTH OT OCHOBHOTO
3a00sieBaHUS AIMEHTaM PEKOMEHAYIOT U COOTBETCTBYIONIYIO AueTy. Ha atoi
CTaJuK OOBIYHO OTCYTCTBYET HEOOXOAMMOCTh B OrpaHnueHuu 6enka (B Poccun
3a YCJIOBHYIO HOPMY MOKHO TIPUHSATH 1,2 r HAaKMI0rpaMm Macchl Teia B CyTKH),
KaJJOPUHHOCTh pallMOHa HE JOJKHA MPEBBIIIAThH 35 KKaJ/KT' BCYTKH, KOJIMYECTBO
noTpeOIsIeMO XUIKOCTH He Ooiiee 2 i/cyT. OrpaHMYMBAIOT MMOTPEOICHUE
HOBapeHHOM cou A0 6 r/cyT. IlpeanouTenue ciaenyeT oTnaBaTh pacTUTEIbHBIM
YKUpaM U CII0KHBIM YIJIEBOAAM.

2 cragusi XBII. OcymiecTBasioT Mepbl, HAIIPaBJICHHbIE HA YMEHBIIIEHUE CKOPOCTH
nporpeccupoBanusi XbI1. OObIYHO HECKOJIBKO OTPAaHUYMBAIOT MOTPEOIIeHNE
oenka (He HKe 0,8T/Kr B CYTKH), a pallMOH CTPOSIT HA OCHOBE OOBIYHBIX
npoiykToB nmuTaHus. Okono 60% J0JKHBI COCTABIATh OCITKHM C BHICOKOM
OMOJIOTMYECKOM IIEHHOCTHIO (TMYHBIN IPOTEHH, OCJIOK Msica, phIObI, CON).
DHepreTuueckas IEHHOCTh palnoHa 35 KKaj/Kr B cyTku. Okono 55%
HHEPrOEeMKOCTH MHIIHU cleAyeT o0ecrneunBaTh yriieBogamu u 35% - xxupamu.
[IpenmyIiiecTBO UMEIOT MOTMHEHACHIIIEHHBIE )KUPHBIE KUCIOTHI; OTPAHUYHUBAIOT
IIPOYKTHI C BEICOKUM COJICP)KaHUEM XOJECTEPHHA, IPEATIOYTEHUE OTJAI0T
CJIOXHBIM yriieBojaM. OrpaHudeHus

nocTyruieHus kanus, hochopa He Tpedyercs. YnorpebieHrne aaKorost 10mMyCTUMO
TOJILKO MOYCMOTpeHuto Bpada. [loBapeHHast conb 10 5-6 r/cyT.

3 cragus XbII. Bce ycunust HampaBieHbI Ha BHISBICHHEC U JICUCHHUE OCIIOKHEHUH,
TJIaBHBIM 00pa3oM apTepuanbHOM TunepTeH-3un. Hapsiay ¢ o0s3aTensHOM
JIEKapCTBEHHOM aHTUTUIIEPTEH3UB-HOM Te€paInueil OrpaHUuYMBalOT NOTpedIeHre
TIOBapEHHOMN COJIU JI0 5 T/CYT U BOABI 710 2 11/cyT. OCYyIIECTBISIOT TAKXKE
MeponpusTus, B Tom yuciae Mb/l, HanpaBieHHbIE HA YMEHBIIEHUE CKOPOCTH MPO-
rpeccupoBanus XbII. B HacTosiiiee BpeMsi B TOUHOCTH HE OIPEIEICHO, KaKyI0
JUMETY ClIelyeT CUYuTaTh MasioOenkoBol. [lonarator, 4To panuoH,
obecneunBaromuii nocrymienue 0,6-0,8 r mpoTerHa Ha KUJIOTPAMM MaccChl Teja B
CyTKH, MOXHOpaccMmaTpuBath B kauectBe MB/I. B xauectBe nononnenuii Kk Mb/[
HanboJee MMUPOKO

MIPUMEHSIIOT COEBbIN 0€NOK (COEBBIN U30IST) U KETOCTEPHIL.



4 cranua XBII. Ha aroit cranun CK® cHukena 1o ypoBHs 15-29 min/muH, B
CBSI3M C YEM MPOBOJAT MEPONPUATHS 110 MOATOTOBKE K OYEYHOM
3aMmecTuTeNnbHOM Tepanuu. [lo-npexxnemyakryanbHo npumenenue MbB/] (0,6 r
Ha KMJIOTPAaMM MaccChl TeJla B CYTKH) B Pa3jIMYHbIX BapUaHTaX.
[IpoTuBOIIOKa3aHbl TUETHI C cOAepkaHueM Oenka Menee yeM 0,6 T Ha
KWJIOTPAaMM MaccChl T€Jla B CYTKH M3-3a BO3MOKHOTO pa3Butus bOH. [Iutanue ¢
OoJiee pe3KuM orpaHudeHueM norpedieHus oenka (meree 0,6 T Ha KUJIOTPpaMM
Macchl TejIa B CYTKH) MOXET ObITh PEKOMEHI0BAHO KOPOTKUMU KypcaMu (OKOJIO
MeCs11a) TOJIBKO OOJBHBIM, Y KOTOPBIX HET BO3MOKHOCTH IIPOBOJUTH T€MOUIIU
NEPUTOHEATBHBIN UATN3, a TAKXKE B LESAX 00JeryeHusl CTpajgaHuii
(YMEHbLIEHUE TOLIHOTHI, PBOTHI, KO)KHOIO 3yJ1a U T.1.). YTOOBI HE CHIXKATh
SHEPrOHACHIIIEHHOCTH panroHa (He MeHee 30 KKaJl/KT), B €r0 COCTaBe
PEKOMEH/YIOT YBEJIMYMBAThH YACIbHBINA BEC PACTUTENbHBIX )KUPOB, a TAKKE
yIJI€BO/IOB, KaK CIOXKHBIX, TaK U padUHUPOBAHHBIX.

Ha »Toit cranuu HeoOX0AMMO KOHTPOJIUPOBATH MOCTYIUICHUE Kayus U ¢ocdopa.
Baxno

HAy4HUTh OOJLHOTO MOJICYUTHIBATH BETMUYUHY (POCHOPHO-O0ETKOBOTO
kod¢dunmenta (oTHoueHUE KouecTBa pochopa B musurpammax Ha 100 T
IPOIYKTa K COIepkaHUI0 OeJKa B rpaMMax B TOM K€ BECOBOM JKBHUBajeHTe). B
nuTanuu 60apHbIX XBII B oananu3HoM nepuoe skenaTeabHo UCIIO0Ib30BaTh
POYKTHI ¢ pocopHO-O6enkoBbIM K03 hurmenTom Huxke 20. K HUMOTHOCAT
Oapanuny (ko3¢ dunueHt 9), ceununy (9), renatuny (10), Tpecky (10), puc (17),
stitria (17), coro (17). 3nauenus pochopHo-06eaK0BOr0 KOG DHUIIMEHTA I APYTUX
MPOYKTOB JIETKO MOJYYUTh U3 TAOJUII, COIEPKAIIUXCS BO BCEX PYKOBOACTBAX 10
nuTaHuio. [IpoaykTel ¢ GonbrMu 3HAYCHUSAMH (oCchHOPHO-0ETKOBOTO
koa(dduirenta B noauanuzHom nepuoje XbII skenarenbHo ynoTpeOaTh He Jaiie
1-2 pa3 B Heneno. B 4acTHOCTH, 3TO KacaeTcsi MOJIOYHBIX ITPOTYKTOB:
yrnoTpebieHrne JOCTATOYHOTO KOJIMYECTBA MOJIOKA; ChIPBI UMEIOT BHICOKH I
dbochopHO-0enKOBBIH KOAPDHUITUEHT, a TBOPOT COCTOUT B OCHOBHOM M3 OeJiKa
Ka3enHa, KOTOphIIoxo ycBanuBaercst 0oabHbIMUA XBII. Jlydiie ncnons3oBaTh
KHCIIOMOJIOUHBIE TIPOJYKTHI: CMETaHy, MPOCTOKBAITY, anuao¢uaud u T.4. Ha atoit
CTa/INM IHUPOKO UCTOJIB3YIOT KETOCTEPHII B 103¢ 1 TabneTKa Ha 5 KT MacChl Tea B
CYTKH.

[Tomumo koHTpOIIST KoMyecTBa Oenka u ¢pocdopa B nuere, 6ompabie XbIT Ha
NpeAAuaIn3HoN CTaJIuU JIOJKHBI CTPOTO CIEIUTH 3a COJIEPKAHUEM B HEW KaJusl.
Crnenyer mOMHHUTB, 4TO HanboJee OOraThl KAJIMEM MPEXKIE BCETO CyXO(DPYKTHI
(0ocoOeHHO M3IOM M Kypara), IIMTPYCOBBIC, OBOITH (0COOEHHO KapTo(eb), 3¢ICHb,

COKH, OPEXH, KaKao, OBCSIHBIC XJIOMbs, OTPYOH.
CyTo4HOE MOCTYIICHUE KaJIHs ¢ MUIICH HE JIOJDKHO MPEBHIIATh 2 T.

Kak yxe ormeuanoch paHee, K BaXKHbBIM MEPOIPUATUSAM JieueHUst 00abHbIX XBI1
OTHOCHUTCS U MOAJIepKaHKe B opraHuzme Oananca HaTpus. [loatomy O0abHBIM
XBII B noananu3zHoM nepruoie 00bIYHO Ha3HAYAIOT JIUETY C HU3KUM COJIEpKAHUEM
HaTpus (KOJIUYECTBO ATOTO AJIEMEHTA B OOJBIIMHCTBE IPOYKTOB MUTaAHUS



J0CTAaTOYHO BEJIMKO, U MOTPEOHOCTH OpraHM3Ma B HEM Ja)K€3/I0pPOBOTO YeIOBEKa
BIIOJIHE MOXHO MOKPBITh 0€3 yrnoTpeOeHus moBapeHHoM conn). TeM He MeHee
HEPEIKO pa3penaroT mprueM HeOOIbIIOro KOJTNYeCTBa OBAPEHHON oMU (0OBIYHO
5-6 r/cyT). CTporuii pexxum Mo OrpaHUYEHUIO CONIU CIEAYET COOMI0IaTh NpU
BBIPQKCHHBIX OTEKaX UTUTIEPTEH3HH.

[Tanmentam ¢ XBII oueHb BaXKHO KOHTPOJIUPOBATH KOJIMYECTBO MOTPEOIsIEMOI
BOJIbI. OOBIYHOETIPABUIIO - TOTPEOJICHUE BOBI B KOJIMYECTBE, PABHOM
BbIJIEJICHHOMY 3a CyTKH ¢ Mouoi, mtoc 300-500 mu. TIpu BbIpakeHHBIX OTEKaX,
HaJIMYMU CEPACYHON HEJIOCTATOUYHOCTH, BEIPAXKEHHOM apTepUaAIbHOMN
TUTIEPTEH3UH KOJTMYECTBO MOTPEOIIEMOM JKUIKOCTH MPUXOIUTCS e1ile Oosee
yMmeHbIath. boibHbIM Ha 1o31HUX cTaausax XbII HeoOxoaumMo exxeTHEBHO
U3MEPATHh CYyTOUHBIAIUYPE3.

OO6111ee KOMYECTBO AHEPTUU, He0OXoaruMoe B cyTku OonbHbIM XBII, cocTaBnsier
30-35 kkan Hakumorpamm Macchl Tena. [lockonbky norpediaenue 6enka y
6onpHBIX XBII B ToAMann3HOM Mepuo/ie OrpaHUIUBAIOT, OCHOBHBIMH
MCTOYHHKAMH HEPTHUHU JOJDKHBI CTATh )KUPBI U YTIICBOABI. Y BETUUCHHE
noTpeOICHHS TUTUIO0B JJOJHKHO TIPOUCXOAHUTD MPEXKIE BCETO 3a CUET
PaCTUTENBHBIX KUPOB, COJIEPKALINX HEHACHIIIICHHBIE )KUPHBIE KUCIIOTHI.
HcTouyHrKaMu HEHACBHIIIIEHHBIX KUPHBIX KUCIIOT CIIyKaT B OCHOBHOM
pacTuTenbHble Maciia (MOACOIHEUHOE, OJIMBKOBOE, KYKYpY3HOE, COEBOE U Jp.),
OpeXH, OBCSIHAsI U TPEYHEBAasi KPYIIbL.

Oxkoro 45% sHepruu yeaoBeK MojydyaeT 3a cueT yrieBooB. Heobxoaumo
MOMHHTH, YTO MHOTHUETIUTATEIBHBIC YIJIEBOJICOICPIKAIIINE BEIIECTBA UMEIOT
M30BITOYHOE KOJIMYECTBO KaJIHs, YTO BBIHYKJIACT YIOTPEOIATh UX C
OCTOPOXKHOCTBIO. YTJIEBOABI CoJiepkaTcs B caxape, GpyKTax, oBolax, kaproderne,
3€pHOBBIX U MYUHBIX u3nenusax. boneasiM XbII B kKauecTBe 3aMeHUTENIEH caxapa
MO>KHO MCTIOJIB30BaTh MeJI. AJIKOTOJIb 00J1a71aeT BHICOKOW dHEPIeTHUECKON
IIEHHOCTBIO, HO PEIIEHHUE O €T0 HaA3HAUYCHUH JIOJKEH MPUHUMATh TOJIBKO Bpad,
UCXO/IS1 U3 0COOEHHOCTE KOHKPETHOM cuTyaluu, u He 6osee 20 T B CyTKH AJIs
)eHIH 1 60 T 111 My>KY1H.

[IpeanoureHue OTHAIOT KPACHBIM WJIM OCJIBIM BUHAM. BO MHOTHX clTy4asx B
opranusMe 0osbHBIX XBII HaOMIOAAI0T HEAOCTATOK BUTAMHHOB - YaIlle BCETO
ButamuHOB B6, C, A, D, donueBoii kuciotsl. [IoTpeOHOCTH B TOMOIHATEIBHOM
MpreMe BUTAMUHOB 00ECIIEUNBAETCS 3a CUET MPOIYKTOB NMUTaHust. OCOOEHHO
OCTOPOXKHO CIICTYET OTHOCHTHCS K MPHEMY BBICOKHX J103 BuTamuHa C (MoXxeT
CIIOCOOCTBOBATH OTJIOKEHHIO COJIEH Kaablius B TKaHsX). Ene 6onee onacHo
OECKOHTPOJILHOE MCIIOJIb30BAHNE COBPEMEHHBIX JICKAPCTBEHHBIX (DOPM BUTAMHUHA
D, coaepsxamiux 3TOT BUTaMUH Kak B HeakTuBHOMU (Kanbuuii J13 Hukomen dopte),
TaK ¥ B aKTUBHOM (popMe (KaJIbIIUTPHOI, |-0-KaablUIUO0N).

5 cragust XBII. YV OGoapmmHcTBa OOJMBHBIX, HAXOMAIIMXCS HAa S5 cTaguu
XbII, B TomM uwmcne noayvaromux jgedenue ['J[ wmm IIJ[, BbISIBISIOT
pa3HoOOpa3Hble HApYIIEHHUS TOMEOCTa3a, KOTOPhIE B OMpPEACICHHON Mepe
CBsI3aHbI ¢ pa3Butuem bOH.



OpHuM n3 BakHEHIIUX (PaKTOpOB, 00YCIOBIMBAIOIINX YBEIMUYEHHE TOTPEOHOCTH
reMOJIMaJIU3HBIX OOJIbHBIX B KOJIMUECTBE O€JIKa, BHICTYNAIOT HEU30EKHbIE TOTEPU
OJINTONENTHUIOB, AMUHOKHUCIIOT U IPYTUX BEIIECTB B quann3aT. CylecTByeT
00JIBII0E KOJTUYECTBO AaHTPONIOMETPUUYECKUX MTOKa3aTeNne, IPOLEHTHOE

coJiep KaHue JKUpa B OpraHu3Me UT.II., HO CPEIM BCEX MapaMeTpoB Hauboliee
JOCTYIHBIM U MH()OPMATUBHBIN NOKa3aTeIb HEJOCTATOYHOCTH MUTAHUS -
KOHLEHTpAIUs CBIBOPOTOYHOrO asibOymMmuHa. Hu3kue ee 3HaueHus OYTH BCEra
CONPOBOKIAIOTCS HanuuueM Apyrux Mapk€pos bOH. IToaToMy npuHATO cUMTaTBh,
YTO HE COOTBETCTBYIOIINIA HOPME YPOBEHB 3TOr0 O€JIKa B CHIBOPOTKE KPOBU CaM
1o ce0e JOCTaTOYeH JIJIsl AMArHOCTUKUA HEJJOCTATOYHOCTU MUTAHUS B
TepMUHAIBHOU cTaauu XbII.

[Tpu 0OHApYKEHUU HEJOCTATOYHOTO IMOCTYIUICHHSI ITUTATEIBHBIX BEIIECTB (110
MUIIECBBIM JTHCBHHKAM) OOJILHOMY JAfOT PEKOMEHIAIMH 110 KOPPEKIIUHU pallioHa 1o
BO3MOXXHOCTH, 0€3 Ha3HAYCHHMSI IOMOJIHUTEIBHBIX TIPEapaToOB: YBEIUUCHHC
notpebiienus Oenka (He MeHee 1,2 T HaKHJIOTpaMM Macchl Tella B CYTKHU) U
MOJI/IEp)KaHUE SHEPTreTUYECKON IEHHOCTH paroHna (He meHnee 30-35 kkan Ha
KHAJIOTPaMM MacChl TeJIa B CYTKH).

K coxanenuro, mpuemiemoe notpedaeHrne 0eaka U SdHEPTruu ¢ 0OBIYHBIM
palloOHOM He BCET/Ia 3alUIaeT JUATU3HOTO MaIlUeHTa OT Pa3BUTHS IIPOSBICHUN
BOH. Ecau nomxueiit 3¢ dext He 1ocTUrHyT B TeueHue 1,5-2,0 mec, He0OX01uM
nepexo K cleayroneMy dtany koppekuun bOH, KoTopslii 3akiirogaeTcs B
HAa3HAYCHUH aJIbTEPHATUBHOM CXEMbl BHYTPEHHEH HYTPUTUBHOM MOIACPIKKU:
MAIMCHT IMOJy9aeT COOTBETCTBYIOMIME JOTIOJHEHHS (KETOCTEPHII U JIP.) K PAIIHOHY
B neHb ceanca I'Jl. I[Ipu orcyrctBum adpdekra B Ommkaimme 1,5-2,0 Mmec HauymHAIOT
€KEeTHEBHBIMTIPUEM BHYTPh OEIKOBBIX MPEeNapaToB UM CMECEH aMHHOKHUCIOT U MX
KeToaHajoros [6].

B urtore B parmone 60JIbHBIX B Auaau3HOM nepuoje XbI1 1omkHo OBITH
MEHBIIIE )KUJIKOCTH, HaTpus (conn), Kanusd, pochopa, noctaTouHo Oenka u
MHOTO SHEPTHUH.

B cBsi3u ¢ pe3kuM CHIKEHHEM MOTPEOIECHUS TOBAPSHHOM COJIM UITH TIOJTHBIM
3aIIpETOM €€ IS yIy4YlIEeHUsI BKYCOBBIX KAU€CTB MOKHO HCIIOJIb30BaTh B
HEOOJBIITNX KOJUYECTBAX CIICIINH, TIPSHOCTH, TPABHI, pa30aBICHHYIO TOPUYUILY,
YECHOK, JIYK, C1a0bIi pacTBOp yKCyca.

Heobxonnmo (hakTH4eCcKu MOTHOCTHIO UCKITIOUUTE TPOYKTHI, 0OTAThIE KATHEM:
CYyXO(PYKTHI, IUTPYCOBBIC, HEKOTOPHIE OBOIIH (KapTOdeb), 3eJIeHb, COKH, OPEXH,
KaKao, OBCSHBIE XJIOThs, OTpyOu. JIJisi yMEHbIIIEHUsT COepKaHUs Kanus (1
HaTpusi) B KapTodese u APyrux OBOIIAX MOYKHO OUUILEHHbIE, MEJIKO HApE3aHHbIE
MPOAYKTHI BBLIMAYMBaTh B BOJAE B TeueHUE 6-10 4, HECKOJIBKO pa3 MEHss BOLY, YTO
CHIJKAET KOJIMYECTBO Kajus B OBOIIAX HA JABE TPETH.

OnHuM M3 yTel npeaoTBpalieHus runepdochaTeMun sIBIASCTCS HCKIIOUSHNE
MPOIYKTOB CPocopHO-0emkoBbIM Kodd dhummenTom o6omee 20 (Hampumep,



ceIpoB ot 27 a0 40).

[ToTpebHOCTH B AHEPTHH Y MAIIMEHTOB, oy4atomux gedenue [']l, Bricoka.
OO0b1yHO OHa cocTaBisgeT 35-40 KKajl HAa KUJIOTPAaMM MaccChl Tella B CYTKU U
3aBUCHUT OT MAaccChl TeJia O0JBLHOrOM ero ¢puznyeckor akTuBHOCTH. [Ipu nerkou
(¢u3nueckoi Harpy3Ke NoTPeOHOCTh B SHEPTUH COCTABIIAET 35 KKajl Ha
KWJIOTpaMM HJ€albHONW MacChl Tella B CYyTKH, PU OObIYHOM - 40 KKaJI/KI'B CYTKH.
HecMmotps Ha T0, uro nanuentsl ¢ XbII Ha nporpammuom I'/] 00b14HO nosTy4aroT
MHOTO 0€eJlKa, 3HAYUTENIbHYIO YaCTh UX SHEPreTHUECKONU MOTPEOHOCTH MOKPBIBAIOT
3a CUET JKUPOB U yriieBoJ10B. Kak v B JOIMANM3HOM NIEPUOJIE, IPEAIOYTEHUE
clielyeT OTAaBaTh pacTUTENbHBIM XKupaMm. Llenecoodpasno ynorpebdieHue
pBIObEro KKpa, 0JJHAKO HEOOXOIMMOCTHEr0 MPUMEHEHHUSI HaJI0 paCCMaTPUBATh
UHAUBUAYAIBHO. B psie ciyyaeB yacTh SHEPreTHYECKOM MOTPEOHOCTH MOKHO
NOKPBIBATH 32 CUET aJKorois. OOBIYHO €ro Ha3HAYaIOT B TEX e KOJUYECTBAX,
4TO U B Hoauanu3Hom nepuoje. [lorpednenue yrieBonoB y 6oapHbx XbII Ha
JUAIIA3€ IMOJUMHSETCS TEM e IpaBuiiaM, YTO U y MAaUUEHTOB B 1IOAUAIIM3HOM
IIepuoe.

[IpoaykTel, OOTaThIE YIIIEBOIAMHU, C OOJIBIITUM COJIEPKAHUEM KaJIus
npoTuBonokaszansl. [IoTpeOHOCTh B BUTAMUHAX y O0JIbHBIX Mpu Jedenun [']]
BO3PACTaeT, OAHAKO, KaK YKa3bIBaJOChBHIIIE, OECKOHTPOIbHBIN IPUEM
COBPEMEHHBIX BUTAMUHHBIX IIPENIApaTOB ONIACEH U MOXKET BbI3BATH CEPHE3HBIC
OCJIOXKHEHHS.

TpebGoBanus B oTHOIIEHUY NTUTaHuS TIpH JieueHuu [1]] menee ctporu, uem npu /1.
[Tpu I1/] opranu3m HEMPEPBIBHO MOJIBEPrarOT AIE3UHTOKCUKALIUH, TEPSACTCA
6ombiie Oenka, yem nipu ['/[, mosToMy creayer exxeJHEBHO MPUHUMATH OKOJI0 1,5 T
Oelika Ha KWJIOTPaMM Macchl Tena B cyTku. llenecooOpa3Ho orpaHM4YMBaTh
noTpeOJIeHnE KUPOB M YIIIEBOJOB, TAK KaK OPraHU3M €KETHEBHO Uepe3
nuanu3Heiid pactBop nomydaeT 400-800 kkan sHEpTUM B BUJIE TITIOKO3bI. BOTbHBIM
MOoKa3aH 00Jiee aKTUBHBIN JIBUTATEIBHBIA PEKUM, YTOOBI TPETOTBPATUTH
OTJIO’KEHUE KUPA B ITOJKOKHOM KJIETUATKE, a TAK)KE YBEJIMUEHUE KOHLICHTPALUH
JIIIUI0B B CBIBOPOTKE KPOBHU.

BonopacTBoprmbie BUTAMUHBI, 0OCOOCHHO MUPUIOKCHH (BUTaMuH B6) u
ackopOunoBas kuciorta(sutamut C), ciieyeT Ha3HAYaTh BHYTPh B KA4E€CTBE
3aMmecTuTeNnbHOMN Tepanuu [1,5]. UToObl yMEHBIIUTH ONIYIIIEHUE TIEPETIOTHEHUS B
KUBOTE, 00YCIOBICHHOE JUATH3ATOM B OPIOIIHOM MOJIOCTH, MAITUEHTHI JOJDKHBI
MPUHUMATH MUILY TPOOHO, MAJIBIMU MOPIUAMH. AJIKOTOIb MALIUEHTaM,
nony4daromum [1J], nporuBonokasaH.

3akJoyeHue

3a 10 set, npomenmmue ¢ MOMeHTa co3nanus konuenuuu XblI, Bo Bcem mupe
HAaKOIJIEH OTPOMHBIN 00BEM JIaHHBIX, TOKA3BIBAIOIIUX BHICOKYIO
pacpoCTPpaHEHHOCTh 3a00JIeBaHNUM MOYEKHU OOJIBIITON COIUAIPHO-DKOHOMHUYECKUI
yiiep0, cBsi3aHHbIl ¢ pa3ButeM TIIH. He BbI3pIBaeT cCOMHEHHMS, YTO BayKHAs
3a/1aua MpeynpexIeHus ganbHenero npupocra 6onbHbix ¢ [TH, cHmkeHus
pacxonoB Ha BeicOKo3aTpaTHYIO 31T u yMeHbIIeHUsT CepIeUHO-COCYAUCTOTO



pHUCKa BIOMYJSLUU, 00YCIOBIEHHOIO MOYEYHON JUCHYHKLIHEH, BBIXOIUT 32
paMKu oHOUW MeauuuHckon cnenuanbHocTu. Konnenuusa XbII co3maer
YHUBEPCAIBbHYIO MIATHOPMY ISl IIMPOKOTO U 3(H(PEKTUBHOTO B3aUMOIEUCTBHS
BCEr0 MEIMIIMHCKOTO COOOILECTBA C LEIbI0 NPO(UIAKTUKHN, PAHHETO BBISBICHUS U
TOPMOKEHHSI TIPOrPECCUPOBAHUS XPOHUYECKUX 3a001€BaHUI OUEK pa3HOU
ATHOJIOTMH, 0€3 YETr0 CEroHsI HEBO3MOYKHO PEAIN30BaTh MAaCIITA0OHBIE 3a/1a4U
OTEYECTBEHHOTO 3/IpaBOOXPaHEHUs 0 cOepeKEHUI0 pA0OTOCIIOCOOHOTO
HACEJICHUS U 03/10pPOBJIECHUIO HALlUU.
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