I'.Il.ApyTioHoB
IIpumenenue coagancupoBanHoi cMecH “IlenramMen” 1Jd SJHTEPAJILHOI0 NUTAHUSA B
JeYeHHH 00JbHBIX ¢ XPOHHYECKOH cepaAevYHOo HeI0OCTATOYHOCTHIO (IMNJI0THOE MCCae10BaHue).

Beeoenue:

XpoHudeckas cepiedHas HEeJOCTAaTOYHOCTh BOCIIPMHHMMAETCs HAMHU KaK cHcTeMHas OoJie3Hb, BOBJIEKAIOIIas B
MATOJIOTUYECKUI TpoliecC MHOTHE OpraHbl W CHCTEMBI: SHAOTENHH COCYIOB, MHOKap[, IedeHb, KIyOoueKk u
WHTEPCTHUIINHA TTOYKH, KUIIEYHUK, ITOTIEPEYHO-TT0I0caThie MBIIE U T.1. (1-3). Kak u Bcem cucremubiM 6onesnsm XCH
MPUCYIIH 00IIMe NaTOPU3NOIOTHIECKUE CHHAPOMBI, CPEN KOTOPBIX BOCHAJICHUE U CHW)KEHHE MAcChl Teja 3aHUMAIOT
OJTHO U3 BEIYIINX MECT.

K umcny ocHoBHbIX *ano0 y OombHBIX, crpagarommx XCH, oTHOcsTcs ourymenue cinabocTd, ObICTpoi
YTOMJIIEMOCTH M IPOIPECCUPYIOIIEE CHIDKEHUE TOJICPAaHTHOCTH K (pU3MUeCKUM Harpys3kaMm. EctecTBeHHO, uTO yacrora
noo0HBIX jkanod Hapacraer ¢ poctoM DK XCH, u gocruraer coero mmka y OombHeix ¢ ['VOK XCH (4)
TpamuuuoHHoe OOBSICHEHHE STHX JKalo0 WHTOKCHKAllMed W M3MEHEHHBIM TNepH(epHyecKuM KPOBOTOKOM,
00yCJIOBIEHHBIM HEHPOrOPMOHAIBHBIM JHCOATaHCOM, [T0-BUANMOMY, HE MOXKET CUMTATHCA BCEOOBEMITIOIINM, XOTS Obl
TIOTOMY, 9TO OOIIepru3HaH (akT IPOrPECCUBHOTO CHIDKEHUS Toiel Macchl Tea (TMT) y 3TuX OOJIBHBIX.

I[lon TMT noHMMAlOT BCIO HE >KHPOBYIO TKaHb, COCTOSIIYI0 W3 CKelleTHOW Myckynatypel (30%), maccel
BHCLepanbHbIX opraHoB (20%) 1 koctHOM TKauu (7%). ComepkaHue xupa B OpraHu3Me B HOpMe coctasisieT 9-24% (5)
Cumwxenne TMT mnpuBoanT K (yHKUMOHANbHOW AMCGYHKUMH INPAKTUYECKH BCEX TPYyNI MBI, B TOM YHCIE,
MIOTIEPEYHO-TI0JIOCATON M, YTO OCOOEHHO Ba)KHO, IBIXATEeIbHONW MYCKYJIAaTypbl, YTO MpEAOIpenenseT KIMHUYECKUI
MaHH(DeCT c1a00CTH, YTOMISIEMOCTH, CHIKCHHUE TOJIEPAHTHOCTU K (PU3HMYECKUM Harpy3kaM U BO MHOTOM OJBIIIKH.

Baxno 0o0paTuTh BHMMaHHE Ha TPyIHOCTb WACHTHU(UKALUM CHIXKEHUS TMT. Jloiruii mepuox BpPEMEHH OHO
OCTaeTCsl He3aMEUEHHBIM M3-3a BBIPAXEHHBIX XKMPOBBIX OTJIOKEHHUH M M3-32 OTCYTCTBUS B IOBCEAHEBHOI NpakTHKE
CTaHAAPTOB OLEHKH TPOQPOIOTUIECKOro CTaryca ManueHToB. K cokaneHuo, Ha CHH)KEHHE TMT 0OpalialoT BHUMaHHUE
JWLIb IPU 3HAYUTEIFHOM CHHXKCHUH MMT. BBIpaKeHHas! OTepsl Macchl Teja, - KaXeKCHsl, JUarHOCTUPYETCs IPU HUMT
meHee 15,5 wim npu cHkeHHH MT Ha 7,5% 3a 6 mec. M xapakrepmsyercs KpaiHe TspxenbM mporaozoMm (50%
cMepTHOCTH 3al8 mec.) (6,7)

O KakoM KOJHMYECTBE IMMalUEeHTOB MbI BejaeMm peub? Ecmu mpuasate 3a 100% Bcex OONMBHBIX C KIMHHYECKH
BBIP@XEHHOH XCH, TO TIAIIMEHTOB C MPU3HAKaMH CEepACYHON KaXxeKCHH OyIeT M0 pa3HbIM AaHHBIM OT 6% 10 16%. (8-10)
OpHako BHEJIpEHHE B MOBCETHEBHYIO NMPAKTUKY Oojiee TOHKHX, XOTS W JIETKO BBIMOJIHHUMBIX METOJOB, MO3BOJIHIO
BBISICHUTH, YTO CHIDKEHHE MBIIICYHOW MacChl MPUCYLIe B TOW MM HMHOM creneHW npuMepHO 90% OONBHBIX C
mpu3HakamMu XCH u MOkKeT uMeTh MeCTO INpH HOpMajbHOM Win Aaxke mnoBbimeHHOoM WUMT (11). Takum oOpa3zom,
camwkenue TMT crnexyeT mpupaBHUBATH MO CBOEMY 3HAYEHMIO K TAKMM Ba)KHBIM IS Bpadya CUMIITOMaM, KaK OJIBIIIKA U
OTEKH.

Oco6o crnemyer OTMETHTh, YTO Jake B HOMyJ iy nanueHToB ¢ XCH, Haxonsmuxcs moJi CTpOrMM KOHTPOJIEM U
MOJIYYaOUINX aJeKBAaTHYI0 COBPEMEHHYIO Tepamuio (Mbl TOBOPUM O IIONYJISIMM  [NAIMEHTOB, BKIIOYCHHBIX B
uccnenoanne ELITE-11) peructpupyercs nporpeccupyioiiee cHIkeHne Macchl tena (y 12,6%). Kakoe o0bscHenne
COBpPEMEHHAs MEIUIMHA MOXXET IPEUIOKUTh 3ToMy ¢eHomeHy? Beap, mo cyTu, Mbl IpU3HaeM, YTO AaXe Ha
MaKCUMaJIbHO TIOJTHOW HEWpOTropMOHANBHOW Ojokame (Tepamus Jjo3apTaHoM, OmokaropoMm perentopoB AT 1I)
MpoIiecchl KaTaboIM3Ma 3HAYUTENLHO MPeodIaialoT Hal aHA00IH3MOM.

B xauecTBe BO3MOXHOM TUIIOTE3bl HAM MPEACTABISIETCS IPABOMOYHBIM PACCMOTPETH ITyTh 3HEPTO-HY TPUTHUBHOTO
nucOanaHca WM MHBIMHM CJIOBaMH, AMCOAIaHC MEXIy HCTUHHBIMHU IOTPEOHOCTSIMH M YPOBHEM MOCTYIUICHUS WU
YCBOEHHSI HyTPUEHTOB.

UzBectHO, uto manuent ¢ UMT < 19 tpebyet B cpennem 45 kkan/kr. [IpocToil moacueT mokasblBaeT, 4To Mpu
Macce Tena 60 kr cyrouHas nmotpedHocTs coctapisieT 2700 kkan. [IpakTukyromeMy Bpady XOpOIIO H3BECTHO, YTO B
peaNbHOM KU3HU 3TO MPAKTUYECKH HE JIOCTUKUMO U3-3a BBIPAKEHHOM aHOPEKCUM M CBOMCTBEHHOW TaKUM MalliE€HTaM
Manbabcopbunu. Eciu mpHUHATE 32 OCHOBY COOTHOIIEHHE OENKH: KUPBI: yrieBoAs! 3a 4:1:1, To Takoil ypoBeHb KKail
MOXET OBIThb IOCTHTHYT Ipu ymorpeOneHuu npumepHo 480r yriaesomoB, 50r xwupa u 118r Oenka, 4to Maio
BBINOJIHUIMO.

Utak, MoxeT nu OOBIYHBIN paIvoH, OOLICTIPHHSATOE JOMAlllHee MUTAHWE, PElIUTh NPOOJIEMY aJeKBaTHOTO
sHeprocHabxenus y 6onpHbIXx XCH? [0 cyTH, 3TOT BOpOC COCTOUT U3 ABYX YacCTEH:

Kakas ¢opma HyTpueHTOB HamOoyiee MpHeMIIeMa M CKOJBKO 3HEPrUM HEOOXOOMMO Ha caMoM fese (Y4HUThIBas
BBIP)KEHHOE HAPYIIECHUE BCACHIBAHMUSA B TOHKOM KMIIKE, YTO MPUBOAUT K CHUKECHUIO HCTUHHOTO YPOBHS IIOCTYMAOLIEH
sHepruu)? [lpu wW3ydeHWH OWONTATOB TOHKOH KHUIIKKA OOHAPYXKEHBI CICAYIONIMEe W3MEHEeHHus: 1) 3HauMTeNbHOE
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YBEJINYEHUE KOJIUYECTBA KOJUIAr€HA B CIM3HCTOM CJIO€ IO CPAaBHEHHIO C KOHTPOJIEM, 2) yBEIMUYCHHE PACCTOSHUS OT
SHTEPOIMTOB [0 KaNWUIApPOB. 3) BBIpaKeHHas arpodust BopcuHOK. (12) M3BectHo, uto mpu CH 3HAUMTENHHO
nossitaercss yposeHs JIT II. CneacTBueM 3Toro sBis€TCA Cla3M COCYAOB B CTEHKE KUIIKH, MECTHAsl TUIIOKCHUS TKaHH.
W30bITOUHAs cekpelusl anbJOCTepOHa MPHUBOAUT K aKTHBALMH (UOpOOIacTOB, YBEINUYECHHIO CHHTE3a KoyareHa 111
THHAa U OTJIOKEHHIO €ro B CTEHKE KHIIKH, [lepuBacKynsipHbIE OTJIOXKEHHS KOJIJlareHa MPHBOIAT K YBEITHUEHUIO
paccrossHus MexAy Oa3zanbHOW MeMOpaHOM JHTEPOLMTOB M CTEHKOM KamwuApa, YTO 3HAYUTENBHO YXyALIAaeT
BCAChIBaHHE, OCOOCHHO Ha ()OHE OTEKa CIU3UCTON 000JI0UKU. JTO BeAET K OBICTPOMY Pa3BUTHUIO U MPOTrPECCUPOBAHUIO
OenkoBo-dHepreTHIecko HegoctaTouHOCTH (BOH) 1M KaXxekcuu, 9To B CBOIO odepedb, 00YCIOBIUBACT NaTbHEHIITYIO
nporpeccuro XCH. @opmupyercs mnopodsbslii kpyr. Takue OobHBIE HYXKIAAIOTCA B KOMIIJIEKCHOM TOIXOJE,
BKJTIOYAIOIIEM 0053aTeNIbHYI0 KOPPEKIHI0O HYTPUTHBHBIX HapyuieHui. [Ipy npuMeHeHnH cOanaHCHPOBAaHHBIX cMeceil
IUISL SHTEPAJIBHOTO MUTAHUs, YCBOSEMOCTh KOTOPBIX OYEHb BBICOKA, IPOLIEHT BCACBIBAHMS 3HAYUTEJIBHO IOBBIIIAETCS,
KpOME TOTO, SHTEpaJIbHbIE CMECH CIIOCOOCTBYIOT HOPMAaJIH3allMd OOMEHA B CTCHKE TOHKOHM KHIIKH, YTO MOBBIIIACT €€
(YHKIMOHAIBHYIO aKTHBHOCTD. J[Js MOATBEPKACHUS TaHHOM TMIIOTE3bI OBUIO MPOBEACHO CIEAYIOIIee HCCIeI0BaHHUE,

Lenb uccnedoeaHusi:
Onenntb 3 dexruBHOCTh puMeHeHHst Y 00mbHBIX ¢ XCH III-IV @K nomomHUTenbHOTO 3HTEPaTbHOTO MTUTAHUS
B BHJIe COQTAHCHPOBAHHOW OJIMTOMEPHON cMecu Peptamen-

O6ocHoeaHue eblibopa cmecu Peptamen:

B ocHOBe BBIOOpa cMecH ISl SHTEPATBLHOTO O MUTAHUS JISKUT COCTOSIHUE HYTPULMOHHOTO cTaryca O0JILHOTO H
cnnocobHocTh JKKT k mepeBapruBaHHIO M BcachiBaHUIO. J{j1s1 OOMBHBIX ¢ CHHAPOMOM MasibabcopOuun Ooiiee onpaBaaHbl
XMMUYECKH TOYHBIE NMUTATEIbHBIE CMECH M3 JIETKO yCBOsiIeMbIX (GopM Oeika (HEeNnTHIbI, COCTOSIIUE #3 HEOOJBLIOTO
YHCIIa aMHHOKUCIIOTHBIX 0CTaTKOB) (13).

Peptamen - nonHOIEHHast cOaTaHCUPOBAHHAS CMECh, H3TOTOBJICHA HA OCHOBE MENTUAOB. KOTOPBIE 00€CIEUYNBAIOT
JIETKOE YCBOCHHE BCEX MMTATEIbHBIX BEIECTB U IPEAHA3HAuUEHHAs U1 NUTaHUA OONBHBIX C HapyIIEHHOHN (yHKIMen
JKKT kak JOTIOJIHUTENIBHOE WK NEPEXOAHOE MUTaHUE.

benxosuvlii komnonenwm TpeacTaBieH mentuiamu, npudeMm, 90%- menkue mentuasl ¢ JUIMHHOM nemu po 40
AMHHOKHCIOT. OHM UMEIOT LEIBIN Psifl IPEUMYLIECTB 110 CPABHEHUIO C LEIbHBIM OSTKOM MIIM aMHHOKHCIoTaMu (13):

* bornee BBICOKHIA MTPOIIEHT BCAChIBAHUS

* Bonee Bricokasi OMOOCTYITHOCTD IO CPAaBHEHHIO CO CBOOOAHBIMUA aMHHOKHCIOTaMU

* B omiinune ot cBOGOJHBIX aMHUHOKHUCIIOT HO3BOJISIIOT COXPAHUTh LIETIOCTHOCTh KUIIEYHOTO Oapbepa u
IIPENOTBPATUTh OAKTEPUAIBHYIO TPAHCIOKALHUIO.

JKupoeoui komnonenm Ha 70% npexncrapne cpenHenenodeydsiMu Tpuraunepugamu (CLT) - ato
OBICTPBIN W JIETKOJOCTYITHBIM UCTOYHUK DHEPTUH TSI OOMBHBIX ¢ CHHApOoMoM Manbadcopormu. CIT yrydmaror
ycBoeHue scceHunanbHbIX KK 1 KHpopacTBOPUMBIX BUTAMUHOB. Yene600b! PeACTaBIeHb MaIbTOAEKCTPUHOM
JUTSL TIOJIZICPKAHUS HEBBICOKOW OCMOJISIPHOCTH TPOIYKTA.
Kpome TOro, BO3MOXHO MPHUTOTOBJICHHE BBHICOKOKATOPHHHBIX pacTBopoB (1.0-2,0xkan/ mi), 9To 0coOEeHHO
BaXHO s OONMbHBIX 3acToiHo XCH B yCIOBHAX OrpaHHYeHUs MOTPEOICHHUS KUIAKOCTH. TakuM oOpazom,
OJIUTOMEPHBIC CMECH SIBIISTIOTCS ONITUMAIBHBIM BEIOOPOM B yCI0BUsAX nekomnencaruu XCH.

Mamepuanvt u memoowi:

HccnenoBanne OTKPHITOE paHIOMU3UPOBAHHOE MPOCTIEKTUBHOE.
UccnenoBanrue MPOBOAUTCS C MUCBMEHHOTO JIOOPOBOJIBHOIO COIVIACHS OOJBHOrO. DTHYECKUN KOHTPOJIb
ocymectisiercs OK PITMY.
B nccrnenoanne ObUTO BKITIOUEHO 57 yenmoBek 26 myxuunH u 31 xenmnmHa. [locne pangomusanum
chopMupOBaIOCh 2 TPYIITHI TAITUSHTOB:

1. 30 GONMBHBIX MOJYYA CTAHAAPTHYIO TEPAITHIO + OOBIYHOE TIUTAHHE.

2. 27 OONBHBIX B JOMOJHEHNUE K CTAHJAAPTHOMN TEeparuy MOJyJaid MpernapaThl SHTCPAITBHOTO TTUTAHUS B
KOJIMYECTBE, COOTBETCTBOBABIIIEM 25% CyTOYHOTO paIfoHa.

IlepBuyHasi KOHeYHAs TOYKA (KOMOMHUPOBAHHAS):

1) 20%-oe yBenu4eHne 6-MUHYTHOTO TecTa +

2) otcytcrBue norepu TMT.

‘ 1. Kpumepuu sxniouenus. 2. Kpumepuu ne sxniouenus: 3. Kpumepuu ucxnouenus:




1. Cepneunas

HenocratouHocTs III-IV K mo
NYHA.

2. ®B <35

3. 6-mMuHYTHBIH TecT <5 00M

4. CHIKEeHHUE TOIIEH MacChl
tena (TMT) na 10 u 6onee % ot
HOPMBEI.

5. UMT 19-26 kr/m*

1. Octpble U XpOHUYECKUE
3aboneBanus JKKT

(s13BeHHast 00JIe3Hb KETyAKa U
12-nepcTHOM KUIIKH,
XPOHUYECKHE aTpouyecKue
racTPUTHI U SHTEPUTHI, PE3CKLINS
TOHKOM KHILIKU, OCTPBIA U
XPOHUYECKHUI TaHKPEaTHUT.)

2. XIIH

3. Ilcuxnyeckas HeIEESCIIOCOOHOCTE.
4. Huppo3sl IeueHn

5. 310KaYEeCTBEHHBIE OITYXOJIN
JH000H JIOKATH3aLUN

6. CIIN

7. Tybepkyies

1. Anneprudeckue peaxium
2. OTKa3 nanueHTa

3. Bo3HukHOBEHME
OCJIOKHEHUH (TOILIHOTA,
pBOTa, 1uapes)

HpO,I[OJ'DKI/ITCJ'ILHOCTL HUCCICA0BaHUA - 4HC,I[

Jn3aiin uccaegoBaHus.

n=30

<+“—>

CKpUHUHT

<4+—>

paHoMu3anus

CraHmapTHas Tepanus
+00BIYHOE TUTAHHE

CranpgaptHas Tepanus +
“Ilenramen”




O0BeM U MeTOAbI HCCIETOBAHNS.
1.  6-munymmuoiti mecm

2. OxoKI — uccnedosanue: ®B, Toamuua JDK
3. Oyenxa kauecmea dcusnu (QoL) ocyliecTBIsCTCS ¢ TOMOIIEI0 MUHHECOTCKOI'O OMPOCHUKA KaYeCTBa
xu3HU y 60bpHEIX ¢ XCH (MLHFO)

4. Usmepenue maccol mena u UMT

5. Oxpyacnocmo nieua (OI1). VI3mepsieTcs Ha YPOBHE CpeIHEH TPETH TUIeda Hepabouell coruyTo (HO
HEHaNpsHKeHHOHN) pyKH (He00X0AUMO JUTS ITOCIEAYIOLIETr0 ONpeeNIeHUs] OKPY>KHOCTH MBIIIII I1JIeYa).

6. Tonwumna koscno-scuposotl cknaoxu mpuyenca (KXKCT) V3amepsieTcs ¢ MOMOIIBIO KalIHIepa.

7. Onpeoenenue dxcuposoti u mowsell maccvl mena no memody Durnin- Womersley.

C moMompio Kaiumepa (aIuImoMeTpa) H3MEPSIOTCS KOXKHO-KHUPOBEIE CKIIAIKH B 4-X CTAHIAPTHBIX TOUKaX (Ha
YPOBHE Cpe/IHEH TPETH Ijieua HaJl OMIICTICOM, TPUIICIICOM, Ha YPOBHE HUXHETO yTJia JIOIATKH, B IPABOM
MaxoBOi 00JacTH Ha 2 CM BEHIIIE CPEHEH MymapToBO cBsI3kK) PacueT npousBogutcs mo Gopmynam B
3aBUCUMOCTH OT Tona u Bo3pacTta (I):

8. JlabopamopHuvle memoodwvr. O0muii 670K, aTbOyMHH, a0COIFOTHOE YUCIIO TUM(POIIUTOB
9. @yukyuonanvuvie npooduvl: -TAHAMOMETPUS KUCTEH.

10. Oyenka scacvieanus:

a) Buoxumuyeckoe onpedenenue dcupa 6 kaie. MeToIKa BKIIIOYAeT B ce0sl CIeIyrolee:
Hasnauenwne auersl, conepkameii 100 r. xupa 3a 2 AHS 0 HA4aja U B Ipoliecce coopa Kama.

Kai cobupaetcst B TeueHue 72 4acoB B OJJHY €MKOCTb, IOCIIE YEero MOIBEpraeTcsi roMoreHu3aiuu. 13 romoreHara
3abupaetcs 2 oOpasia Mo 5 r s OnpeneieHns CBOOOIHBIX M OOLIUX KUPHBIX KUCIIOT.

AHanu3 cobpaHHBIX 00pa3I0B OCYIIECTBIAETCS B OMOXUMHUUECKOI TabOpaTOpuu CTaHAAPTHBIM METOOM.

b) buoxumuueckoe onpedenenue benxa u e2o gpparxyuti 8 Kaure no cooeporcanuro azoma. Jns
omnpeeacHus OSIKOBBIX OTEPh UCIOIB3YETCS YCKOPEHHBIN (DOPMOIIOBBIH MeTO T (MOAM(DHUIIMPOBAHHBIA METO/T
cxuranus 1o Keenanro). Mccnenyrot conepxanue 00IIero U pacCTBOPUMOTO a30Ta, aTbOyYMHUHOB U TJI00YIIHHOB,
Haznawaercs auera, comepikarias He 6oxee 120 r Oenka 3a 2 JHA 0 Hadana u B Tporiecce coopa kana. Kan
cobnpaeTcs B TEUCHHE CyTOK. AHAIIN3 00pa3IoB MPOW3BOANTCS B OMOXMMHYECKON JabopaTopuu.

¢) Onpedenenue 6cacviéanus yene80006 8 MOHKOU Kuwike no mecmy ¢ /[-kcunosoul. bonsHoR
oOcieqyercst yrpoM Hatomiak [lociie ormoposkHEHUsT MOYEBOTO TTy3bIPs OH BBITUBAET 5 T JI-KCHUIIO3HI,
pactBopeHHBIX B 300 M1 Bobl. CoOuparoT 2 mopuy MOYH 3a 2 1 33 5 9acoB. B kadecTBe anbTepHATUBHI (IS
UCKITIOUCHUS BIUSHUS MTOYEK Ha PE3yIbTaThl IPOOKI) MOKHO UCIIOIB30BATh OMPENCICHUE CHIBOPOTOTHOTO
cojiepxkanust yepes 2 yaca. CojepkaHrue KCUII03bI H3MEPSETCS B KoM o0Opa3siie. Mi3MepeHne konuyecTpa
KCHJIO3BI B MOYE W CBIBOPOTKE SBIISIETCS CTAHIAPTHHIM OMOXMMHYECKUM METO/IOM.

4. Uccneodosanue buonmamos moHKoOU KUWKU
Hcxoonwle oannvie:

bazopas XapaKTCpHUCTHKA MAllUCHTOB!

Tpynnal (ep .uccrnedosanus) I'pynna 2 (xonmpony)
O01iee YuCIIoO MalMeHTOB 30 27
MyxuuH 14 12
Kenmma 16 15
Cpennuii Bo3pact 65,6+4,6 68.,4+5,5




®K XCH 3,54+0,2 3,66:0,09
Komn-Bo 6ombHBIX ¢ UBC 26 24

Kon-Bo 6ompabIX JJKMIT 4 3

1. 6-MUHYTHBI1 TeCT, M 223,4+11,6 248,2 £15,6

2. ®B, % 31,1 £1,3% 28,1 +4,1

3. Tommmuuaa cteaku JDK, MM 11,3 £0,44 10,9 +0,24

4. (QoL), 6ammsr 79,3 £3.3 81,3£1.,3

5. UMT, kr/m’ 242 £3,2 22,6 £2,4

6. Oxkp. mieya (OI1), cm 20,6 +£1,6 21,2+1.4

7. Tonmuua KXKCT mm 13,1 +£0,8 12,7 +1,1

8. TMT, % ot o6meit MT 55,1 +£3,2 59,1 +4,0

9. O6wmmit O6eIoK, I/1 61,4+33 64,1 £2,1

10. AnsOymuH, /1 31,5+2,1 33,2419

11. AGc. gucno mumd-oB, 10° /n 1,68+0,21 1,72 £0,20

12. lmramMOMeTpHs, KT TpaB pyKa 7,8+1,2 6,4 £1,8 7,2+1,16,9=+1,0
JeBast pyka

13. motepu Oenka ¢ KajmoMm, I/CyT 8,2 £0,2 8,2 +0,4

14. moTepu kupa ¢ KajaoM , r/CyT 6,8+ 0,3 6,8 £0,5

15. Okckperus Jl-kcmmo3br 3a 2 am3a |0,5+0,12 u 0,7 +£0,14 0,5+0,11 m 0,8 £0,09
5 yacos, T

Ommnocumenvras niowads koanazena. B Hopme cocrapnsiet 12,9%, a 'y 6onphbIx ¢ II-1V @K XCH momaznp
KOJUIareHa pe3Ko BOo3pacTaer u cocrasiser 31,7.

Paccmosnue om bazanvrou membpansl SHmepoyuma 00 CmeHKy Kanuuiapa.
nipu I1I-IV ®©K 370 paccTosHue yBeIHUMBaiIOCh Oosiee 4eM B JBa pa3a 10 CPaBHEHHUIO C HOPMOIA.

Oyenxa (yHKYUOHATLHOU AKMUBHOCTNU MOHKOU KUMKW

B cpennem, notepu xupa mpeBblany HopMy Ha 25,5%. To ke npoucxoaut u ¢ 6enkamu. 3aech norepu npu I1-
IV ®K XCH mnpeBsimanu KOHTPOJIBHBIE TTOKa3aTenu B cpeaHeM Ha 36%. BcacriBaHue yriieBo/IOB,: Y OOJIBHBIX
II-1V ®K XCH nokazarenu ObLTH MEHBIIE B 2 pasa.

Taxum oOpaszom, npu XCH BbLsiBIIEHBI CyliecTBeHHbIE MOP(HO-(QYHKINOHAIBHBIE U3MEHEHHUSI B TOHKOW KHIIIKE,
KOTOpbIE IPUBOAAT K BEIPRXKEHHOMY CHHIPOMY MajibabcopOruu. DTo MO3BOJISIET PACCMATPUBATh TOHKYIO KHILIKY
KaK IPUHIUIHAIFHO HOBBIM opraH- muieHs npu XCH u onpenenuTs eif 0Hy U3 BeAyIIUX poyiel B aTOreHese
CHH/IpOMa HEIOCTaTOYHOCTU IMUTAHUS.



Jleuenue:
Bce OGonbHBIC, TocTymatomue B cranuonap ¢ jaekomnencanueli XCH u OCHOBHOM W KOHTPOJBHOHN TPYIIIbI,
monrydanu 0a30oBYHO TEpanuio, BKIFOUYAONIY0 HHrHOUTOpel AII®D, MoYeroHHbIe, NMpH HAJMYUU MeplaTeNbHON
APUTMHUM HAaYMHAIA THTpAIi0 OeTa OJIOKaTOpOB (C MHHUMAJIBHOW CTapTOBOHM MO3BI 12.5 MT), B OTACIBHBIX

CllydadaX Ha3HadajId CEPACYHBIC TJIMKO3U/bI. HpI/I HaJIMYWHU Y MAalUCHTOB CTCHOKApAWHN K TCpaltun I[O63BJ'I$IJ]I/ICB
HUTPATEI.

I'pynna 1 Ipynna 2
Wnrn6uropsr AIID 100% 100%
MoueronHsle 100% 100%
JIIUTOKCHH 47% 53%
OeTa-0J10KaTOPHI 36% 33%
CIIUPOHOJIAKTOH 100% 100%
HUTPAThI 30% 27%
acnupuH 94% 97%

[arenThI rpyIIBI UCCIIEAOBAHUS TUTIOC K CTAHIAPTHOM TEPAINU MOIYYaroT cOallaHCHPOBAHHYIO
MUTaTENBHYIO cMech Peptamen, B TeueHue 4 HeIENb.

Pacuem gpaxmuueckoii nompebrocmu 6016H020 6 SHep2uU OCYIECTBISIICS IO CTAaHAAPTHEIM (opMyJiamMm
Xappuc-beHennkra ¢ yuetom akTopa akTHBHOCTH, TEMIIEPATyphI U CTETIEHN TUTATEIhHON HEIOCTATOYHOCTH .
(14):

[arueHTh KOHTPOJIBHOM TPYIIIBI MOMYYaId CYTOUYHYIO SHEPTHIO B COCTAaBE OOBIYHOTO MTUTAHUS B PAMKAX JIUCTHI
Nel0.

[aruenTs! Tpymmbl recnenoBanust 25% CyTOYHOHM MOTPEOHOCTH YOBIETBOPSUIIH 32 CUET YHTEPATFHOTO MATAHUS.
B cpennewm, ato cocrapisio 450-650 kkan, uto coorBeTcTByeT 100-130 r cyxoro mopoika Peptamen.

Tlobounvie 3¢hpexmul, TOTPEOOBABIITNE YMEHBILICHHUS T03bI MTperapara npu npuMeHeHnn O,
3aKCUPOBAHBI Y 3-X MalUEHTOB (TOIIHOTA, AUApes).

Komnnatinc: Ananv3 nuImeBsIX THEBHUKOB TI0Ka3aJjl, YTO MAUMEHTH KOHTPOJIBHON TPyl OBLIN HE B
COCTOSIHMH NOTPEOUTH HEOOXOIUMBIN 00BEM MHUIIH MPU cTaHAapTHOM nutanuu. ([IpuunHOl TOMY, BEpOSATHO,
SIBIIIETCS] BBIPOXKEHHAS aHOPEKCHS, CHIDKEHUE MOTOPHKH, 0TeK cimzuctor obomoukn XKKT). Kommuraiiane B
KOHTPOJIBHOM Tpymme coctaBui 76%, a B rpyrie uccienoBanus - 91%, T.x. sHTEpanbHBIe cMecH 001a1al0T
BBICOKO# KaJIOPUHHOW TUIOTHOCTHIO ¥ OOJILHOM MOyYaeT HEOOXOAMMYIO SHEPIHIO B MEHBIIIEM 00beME MHUIIIH.

Pe3yrvmamot ucciedosanus:

Oyenka 3¢pghexmusHocmu npumerHenus coOAIanCupoBanHbIX numamenvhuix cmecell y borvhvix XCH. Onenka
3¢ (heKTUBHOCTH MTPOBOAMIACE Yepe3 2 U 4 Helelu.

1. Ilepsuunas koneunas mouka.: B rpynme 1 npeBnuHO# KoHEUHON Touku gocTurin 20 u3 27 (74%) manueHTos.
B rpynme 2-11 u3 30 (36%). Pazauna mexuay rpymmamu goctoBepHa. (p = 0.05)

2. Ilokasamenu 6-munymuozco mecma. Ha 2-i1 Henene uUCCIEeNOBaHUS HamMedaeTcsd TEHACHLUS K POCTY
Tokazaresieli 6-MuH TecTa 0ojiee BhIpaK€HHAs B TPyMIe HcciieqoBanus. Ha 4 Hexenme mosydeHa DOCTOBEpHAS
pasHMIIAa MEXAy TpYMIIaMH: B TPYIMIE HUCCICIOBAHUS TIOKa3aTelIH O-MHUHYTHOTO TECTa YBEIWYIIIUCH Ha
39,7+3,2%, a B KOHTpOJIe- Ha 9,2 + 2,4%. ( p = 0.03)



E1 Hen
M2 Hen
04 nea

rpynnal rpynna2

3. Mpupocm mouwieli maccel mena.

M2 Hen
04 nepn

rpynnal rpynna 2

VYpanoch He TOIBKO 3aMEAIHUTh IIPOTPECCHI0 IOTEPU TOLIEH Macchl Tejla, HO U JOOUThCS €e IpUpocTa 3a 2
Heznenu Ha 2,1% Ha 4 Henmenu B cpenHeM Ha 4,6% (B TpyIine uccieqoBaHus). B KOHTpoOJIbHOM rpymme, HecMOTps
Ha KIIMHUYECKOE yJIYy4IlIEeHHUE, IIPOrPeCcCHsl IOTEPU MAcChl TeJla HE 3aMEUIMIACh U COCTaBWIIA, B cpenHeM, -1,4%
3a 2 Hegenu u 3,7% 3a 4 uen,.

4. [Iloxazamenu ounamomempuy Ha JAHHOM 3Talle JOCTOBEPHO HE Pa3IMYaINUCh, HO TAKXKe UMEIl MECTO
HEKOTOPBIN POCT MOKa3aTENEH.

5. Cpeonee xonuuecmeo oweii, Heobxooumoe 0 chudcenus @K na 1 B rpyme uccnenosanusi-9,3+ 1,3, B
KOHTpoJe - 12,742,1 nueit.

Oocyrcoenue. IIpobnema mporpeccupyromeii morepu mMaccsl Tema y 6ompHBIXx XCH Ha ceromnsmrHmiA
JICHb SIBJISAETCS OJHOM M3 Haubojiee aKTyalbHBIX B KapJHOJOTMH. B MHOTOIIEHTPOBBIX PaHIOMHU3HUPOBAHHBIX
HCCIIEIOBaHUAX OBLIO TOKAa3aHO, YTO CHUKEHHE Macchl Tesia Tpi XCH npuBOIUT K JOCTOBEPHOMY YBEINYECHHIO
KOJIMYECTBA TOCTIUTANHM3AINNA U CMEPTHOCTH OONBHBIX. B MHPOBOI MpakTHKe MPUMEHSIINCh MHOTOYHCIICHHEIE
TIOTIBITKY JICUEHHSI CEPICUHON KaXeKCHH, OJJHAKO, MPEAOTBPATUTH MPOTPECCHIO MTOTEPH MACCHI MIPAKTHUECKU HE
yaaBajiock. Bo MHOTOM 3TO CBSI3aHO € OTCYTCTBHEM cIleLU(PUIECKOH TepanuH .
VYunteiBas BeipakeHHOCTh Mopdomnorudeckux m3mernenni JKKT nmpu XCH, nmpuBosimye K pa3BUTHIO CHHAPOMA
ManpaOcopOuny, TO HaleMy MHEHHI0, HEOOXOIMMO paccMaTpHBaTh TOHKYIO KHINKY KaK MPHHIWAITHAIBHO
HOBBI OpraH -MHUIICHb, SBJISIOMINNACS BAXKHBIM NATOT€HETHYECKUM 3BEHOM B PAa3BUTUH CEPACYHON KaXEKCUH U
nporpeccun XCH. OgHako cocTosiHME TOHKOH KUIIKK 0O0XOIUTCSI BHUMaHUEM CIICUANIICTOB U HE YUUTHIBACTCS
B CXEMax JICUCHHs CepACYHON HeaocTaTOYHOCTH. Celuac CTaHOBUTCS SCHBIM, 4TO OombHBIe XCH HyXmaroTcs
HE TOJIBKO B TOBBIIIEHHOM 3HEProo0ecredeHny, HO U B MCXOJHO M3MEHEHHBIX HYTPHEHTaX, KOTOPble MOTYT
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YCBaMBaThCS B YCIOBHUSAX MOPAKEHHON KHIIIKH.

OgHuM U3 NEPCIEKTUBHBIX METOJOB JICUCHUS CEPIACYHOM KAXEKCHHU, IO HalleMy MHEHHIO, SBIACTCA
SHTEpAIIbHOE TIMTAaHWE, KaK IaTOTEHETHYECKH ONpaBJaHHAs CHCTEMa Ha3HA4YeHUs cOallaHCUPOBaHHBIX
NMUTaTeNbHBIX cMmeced. HakorsieH omnpeneneHHbIl ONBIT NPUMEHEHUS HYTPUTHBHON TOJJEPXKKHA B
kapauoxupypruu (15-17). Ograxo, acrieKTsl IPUMEHEHHS YHTepaibHOro mutanus npu XCH ocBemeHs! kpaiine
CKyJIHO, B TO BpeMs, Kak paclpOCTPAaHCHHOCTh HEJIOCTaTOYHOCTU muTaHus cpeau OonbHBIX XCH B
TEepPaneBTUICCKUX CTAIIMOHAPaX Ipe3BhIUaiiHO BhICOKA (11)

B cBoeM mcciieioBaHUN MBI MOIBITAINCH OLEHUTH 3 )EeKTUBHOCTh HYTPUTUBHOW MoIepKKU y OonbHbIX XCH
B MIEPUOJI ITpOrpeccrn 3a00JIEBaHUS U IOCTUTIIN HE TOJIBKO YIYUIICHUS KIMHHYECKOTO cTaTyca, 0oyiee OBICTpOi
cTaOWIHM3aliy COCTOSHUS, HO W YIIy4IIeHHus (yHKIIMOHAIBHBIX MMOKa3aTenel (OCTOBEpHBIA pOCT MOKa3aTese
6 MUHYTHOTO T€CTa), ¥, YTO 0OCOOEHHO Ba)KHO, TIPEAOTBPAILEHHS IIOTEPH MacChl Teja.

3aknrouenue: Taxum o00pa3oM, pe3yJibTaThl JAHHOTO WCCICAOBAHUS TO3BOJSIOT NPEIANOJIOKHUTh, YTO
MpUMEHEeHNe HYTPUTHUBHOW mojyepkku npu XCH maToreHeTHYecKH OMpaBIaHO W TPUBOAWUT YIYUIICHUIO
MUTATEIBHOTO CTaTryca OONBHBIX, YBEIHMUEHUIO (PYHKIIMOHAIBHBIX MOKa3aTelNel, 1, BO3MOXKHO, K 3aMeJICHUIO
nporpeccuu cepaedHoi kaxekcuu u XCH.
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