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OueHKa cmamyca nuMaHus U Memofbl ero Koppexkuuu y 6onbHbIX,
BKNIOYEHHBIX B «JIUCM OMUAAHUA» MpaHCNAAHMaUUU neYenu

B.B. Kucenes, C.B. XKypaseab, A.B. Ukao
HHUH cxopoii nomowu um H.B. Cxaughocosckoeo, Mockosckuii ueHmp mpancnianmayuu neveHu

Konmaxmeot: Cepeeii Braoumuposuy 2Kypasens, sjuravel@rambler.ru

Ileav uccaedoséanus — paspabomka payuoOHANbHBIX CHOCOO08 KOPpeKuuu NUmamenbHo20 cmamyca y NauueHmos ¢ Oug@ysHoimu
3a601e6aHUAMU neveHU, Haxo0auuxcs 6 «Jlucme oxcudanus» (J10) mpancnaaumayuu newenu (TI1).

Mamepuaavt u memooot. Ilposedeno komnaexcroe obcaedosanue 82 navuenmos c yuppozom nevenu (LI1), exaouennvix ¢ JIO TIT
u pacnpedenerbix no 3 epynnam. Ilayuenmoi 6biau conocmasumbl no 603pacmy, NOAY U madicecmu cocmosnus. Bo ecex epynnax uccaedosanu
noKazamenu nNUMAamenbHo20 Cmamyca, snepeompam. /Ins OyeHKU HapyueHUll  Cmamyce NUMAaHUs UCHOAb308AAUCH KOMIACKCHbLE MENOObL
pacyema nokazameneti RUMAMENbHO20 CIMAMYcd, SHePeompam U NOMpeOHOCMU 6 RUMAMENbHbIX BeUCCBAX.

Pesyavmamot u obcyncoenue. I[lpu nposedenuu oyenku cmamyca numauus, memaborusma u numamenvhoil mepanuu y 64 (78%)
nayuenmos 6 JIO TII eviseaenvt napywenus. Hopmanshwii cmamyc numanus 6via onpedenen y 18 (22%) nauuenmos, benkoso-
JHepeemuuecKue Hapyuienus Aeekoi cmenenu msaxcecmu 6viau eovisicaensvt y 18 (22%), cpedneii cmenenu — y 40 (48,8%) u msxcenoii —
Y 6 (7,3%) nauuenmos. boabHbiM ¢ HapywieHUeM NUMAHUS CPeOHell U MANCeA0l CMeneHU OONOAHUMEAbHO K OUeMU4ecKOMy NUMAHUIO
NepopanbHO HA3HA4aucy coarancuposartsie numamensvivie cmecu (CIIC). s koppekyuu Oucbaranca amMuHOKUCA0MHO20 COCMA8a KPosU
10 nayuenmam HA3HAAACS 2ENAMUH 8 KOMUACKCHOU mepanuu neveHo4Hoi sHyegaronamuu. Ha gore nposodumoii mepanuu ommeuanocs
00CMoGepHOe CHUNCEHUE YDOBHS AMMUAKA 8 CblBOPOMKe U YAyHUeHUe NOKa3amenell NCUXOMeMPU1ecKo20 mecmupoganus.

Bbieodvr u npakmuueckue pexomenoayuu. Ilpu nocmanoske nayuenmos ¢ L[I1 6 JIO TII u npu nocmynienuu nayueHmos ¢ cmayuoHap
04151 ONEPamUBHO20 8MeUamenbcmea HeoOXo0uMo BbINOAHUMb KOMHAEKCHYI) OUEHKY COCMOSHUS NUMAHUS U YCMAHO8UMb CMEneHb
Hedocmamourocmu numanus. boabHeiM ¢ HedoCcmamouHOCmblo NUMAHUs cpedreil U MaAxCcenoll Cmeneru, a maKice ¢ 0CA0NCHEHUSMU
NoCACONEPAYUUOHH020 NEPpUoda HeoOX00UMO CcOCMAasUmMb UHOUBUODYANbHBLI NAAH NUMAMENbHOL NOOOEPIHCKU.

Karoueevie caosa: neuenounas 3Huegbaﬂonamuﬁ, cenamuH, numamenvHulil cmamyc, yuppos nevenu, mpaHcnaanmauyus neveHu

Assessment of nutritional status and methods for its correction in patients on the waiting list for liver transplantation

V.V. Kiselev, S.V. Zhuravel, A.V. Chzhao
N.V. Sklifosovsky Research Institute of Emergency Care, Moscow; Moscow Liver Transplantation Center

Objective: to develop rational modes of nutritional status correction in patients with diffuse liver diseases on the liver transplantation (LT)
waiting list (WL).

Subjects and methods. A comprehensive examination was made in 82 patients with hepatic cirrhosis who were included into the LT WL and
allocated to 3 groups. The patients were matched for age, gender, and the severity of their condition. Nutritional status parameters and energy
expenditures were studied in all the groups. Complex methods to calculate nutritional status parameters, energy expenditures, and nutrient
needs were used to evaluate malnutrition.

Results and discussion. Assessment of nutritional status, metabolism, and nutritional therapy revealed disorders in 64 (78%) patients on the
LT WL. Normal nutritional status was found in 18 (22%) patients; mild, moderate, and severe protein-energy malnutrition was detectable
in 18(22%), 40 (48.8%), and 6 (7.3%) patients, respectively. The patients with moderate and severe malnutrition were given oral balanced
feeding formulas in addition to diet therapy. To correct imbalance of blood amino acid composition, 10 patients were given hepamin in com-
bination therapy for hepatic encephalopathy. During the performed therapy, there was a significant reduction in serum ammonia levels and
improved psychometric testing results.

Conclusion and practical guidelines. When HC patients are referred to the LT WL and admitted to hospital for surgery, it is necessary to make
an integrated assessment of nutritional status and to define the degree of malnutrition. An individual nutritional support plan must be complied
for patients with moderate and severe malnutrition and for those with postoperative complications.

Key words: hepatic encephalopathy, hepamin, nutritional status, hepatic cirrhosis, liver transplantation

Beepenue HOCYIIPECCUM B TMOCJIEOINEPAIIMOHHOM TEPUOAE MOXKET
KanmugaraM Ha OpTOTONMEIMYECKYIO TpaHCIIaH-  MPUBECTU K MHQPEKIIMOHHBIM OCJIOXHEHUSIM, 3aMeISATh
tauuto nedeHu (OTIIT) HeoOxoaMMO obOecreunuTh aneK- MpoliecC penapaluy MOCJeoIepallMOHHbIX paH, KOM-
BaTHBIIA MUTATEJIbHBIA CTATyC, MOCKOJIbKY COYe€TaHWe  IIPOMETHUPOBATh MBIXaTeJIbHYI0 (DYHKLIWIO W YIJIAHSTH
addekra ucrouieHuss U GHapMaKOJOTUYECKOH HMMMY-  CPOKHM (DU3MYECKOTO BOCCTaHOBJIEHUS [1]. ¥V GOIbHBIX,
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MMEIOIIMX BbIpAaXK€HHbIC HAPYIICHUSI cTaTyca MUTaHUs,
CHIKAETCS TYMOPAJbHBIE M KJIETOYHBIM HMMMYHUTET,
YMEHBIIIAeTCSl pereHepaTopHasi CIIOCOOHOCTbh TKaHEH,
YTO MPUBOAUT K YBEJUUYEHUIO YKCJIAa TMOCIEONepallioH-
HBIX OCJIOKHEHU U eTaabHOCTH [2, 3]. CBoeBpeMeHHast
U ajeKBaTHAasl MUTATeJIbHAs MOAAEPKKA MOJOXKUTEILHO
BJIMSIET Ha TEUCHUE MOCJICOIePallMOHHOTIO MeproIa U hc-
X0J1 3200/1eBaHMsl y ALIMEHTOB IOCJIe OTIepaTUBHBIX BME-
LIATEJILCTB Ha IeyeHu [4—6].

PanronanpHas muTaTeNbHAS TMOMAEPXKKa OOJTbHBIX
¢ uuppo3om reuyenu (L[IT), Haxopsauimxcs B «JIucre oxu-
nanust» (JIO) tpancrutantamuu nedyenu (TTT), akryanbHa
10 TOM TPUYMHE, YTO Y MAIMEHTOB, MUMEIOIINX BhIpaXKeH-
HbIE HApYIIEHUs B MUTATEJIbHOM CTaTyce, HaOJII0Ial0TCs
3HAYUTEJBbHO XYAIIWE KIWHUYECKHUE pPe3yJbTaThl. DTO
0COOCHHO BaXXHO UIsSI OOJBHBIX C TEPMUHAJbHBIMU 3a-
0O0JIeBaHUSIMU MEUYEeHM, TaK KaK OHM OOBIYHO CTpajaloT
OT HEAOCTaTOYHOCTU MUTAHUSI U UMEIOT BBICOKMI PUCK
OCJIO)KHEHMI M CMEPTHOCTHU B MOCJICOIEePALIMOHHOM ITe-
puone [7-9].

V naiueHToB ¢ TepMUHAIBHBIMU TTOPAXKEHUSIMHU T1e-
YEHM OTMEUYAeTCsl CYIIECTBEHHOE YMEHBIIIEHUE MBbIIIeU-
HO¥ 1 >KUpOBOI TKaHU. YacTo B 3TOI1 rpymnIie mauueHToB
pa3BUBAETCs aHOPEKCHSI, TPUBOSIIAS K CHXKEHUIO TT0-
TpeOJIeHUsI KaJIOpUii, YMEHBILICHUIO 3aacoB IJIMKOTeHa
B IMEUEHU U YBEJIWYCHMIO TOTPEOJECHUS CTPYKTYPHOIO
Oenka. YXyauieHue YCIOBUM IITMKOreHe3a Takke Croco0-
CTBYET YBEJIMYECHUIO NECTPYKLUUM KMPOBOW M MBILIEY-
HOI1 TKaHU BCJEACTBUE UCIIOJIb30BAHUS XKUPOB U OEJIKOB
B KQUeCTBE aJITEPHATUBHOIO MCTOYHUKA MUTAHMUSI.

[ledyeHb urpaeT BCroMoraTeJIbHYIO pOJib, MOLYIUPYS
¢u3ryecKre XapaKTepUCTUKM TUTATEIbHBIX BEIECTB,
U TEM CaMbIM JIeJaeT UX HOCTYIMHBIMM IJIsI TIepeBapuBa-
HUSI: KMPbI CHavyasla TOJKHBI ObITh 9MYJIBIMPOBAHBI CO-
JISIMU KEJTYHBIX KUCIOT U ochonununamu. [Tockoabky
>KMPOPACTBOPHMbIE BUTAMUHBI 1 XOJIECTEPUH TaKXKe af-
COpPOUPYIOTCS € 3KMPaMU, TO U KAYECTBO UX YCBOCHMUS 3a-
BUCHUT OT (DyHKLIMU TTeyeHu. Jloka3aTebCTBOM TOTO, YTO
9TOT mpoliecc obaanaeT (Pu3noIOrnIecKoil BaXkKHOCTHIO,
SIBJIIETCS CBSI3b MEXIY XOJIECTa30M, cTeatopeeii u aecu-
LIMTOM KHPOPACTBOPMMBIX BUTAMUHOB. Bce Bhllenepe-
YUCAEHHOE OCJIOXHSIET CUMMTOMATUKY XPOHUYECKOIO
HeloedaHUs Y MalMeHTOB C 3a00JIeBAaHUSIMU TIEYCHU.

IIpy meyeHOYHOI HEIOCTATOUYHOCTU AE(PEKTHI TO-
SIBJITIOTCSI B TPAHCITIOPTUPOBKE XKUPHBIX KUCIIOT, B JIMIIO-
MPOTEMHOBBIX CTPYKTYpax M KIMPEHCE KUPHBIX KUCIOT
B nepudepuilHbIX TKAHSX, B JIMIIOMPOTEMHOBOM KJIH-
peHce neyeHu. B HavabHOI CTaauu rojlogaHusl ypoOBeHb
[JIIOKO3bI B KPOBU TaKKe MOAIEPKUBACTCS TITIIOKOHEOre-
HE30M. Y TMallMeHTOB ¢ aleKBaTHBIM MUTaHUEM TJIUKOTeH
coXpaHseTcs MpUOIU3UTENBLHO OT 24 10 48 4; Tpu oT-
CYTCTBUU TOCTYIUICHUS TTUTATEIbHBIX BEIIECTB IO MPO-
IIECTBUY 3TOTO BPEMEHU TJII0KO3a MOXKET OBITh MOTyde-
Ha TOJIbKO B pe3yJbTaTe INIIOKOHeoreHeza. HakorieHue
a30TUCTBHIX TPYIN B TeUCHHUE IJIIOKOHEOTeHe3a IMpeaoT-
Bpaiaercs 3 GEeKTUBHBIM NapalieIbHBIM MEXaHU3MOM
00e3BpeXMBaHUS a30TUCTBIX OCHOBAHUI B IEYEHU, B KO-
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HEYHOM UTOT'€ 3TO MPUBOIUT K 0Opa30BaHUIO MOYEBUHBI.
B cooTBeTcTBUM ¢ 3TUM TpU Pa3BUTUN NIEYCHOYHOM He-
JIOCTAaTOUHOCTU HapylllaeTcs yaajJeHue a30TUCTBIX TPYIII
AMUHOKMUCJIOT, TMPOMCXOAUT HAKOIUIEHWE TJII0TaMUHA,
aMMMaKka 1 apoMaTudeckux aMmuHokucior (AAK) B cu-
CTEMHOM KPOBOTOKe. Takue u3MeHeHs XapaKTEePHBI LTS
MEYEHOYHO! HEeNOCTaTOYHOCTU M OOBSCHSIOT M3MEHEe-
HUS MMUIIEBON MTOTPEOHOCTHU B OeIKaX U aMMHOKHUCJIOTaX.

IMpu mzyyenun xnmpeHca AKK y GombHbIx ¢ LITT
ObLIa BBISIBIEHA B3aMMOCBSI3b MEXKIY a30TCOACPXKAILIMM
MUTaHWEeM U TleyeHouHoi sHuedanonatueit (I19) [10,
11]. Hakonnenue AAK B kpoBM yallie Bcero o0yciaoBJe-
HO yBeJIMUeHUEM ACCTPYKIMU Oesika. UMeHHO mosToMy
MuTaTesIbHas MOAAePXKa MOKHA ObITh, MPEXIEe BCETo,
HalpapjeHa Ha 3aMeljieHue OeJIKOBOro Karabou3ma.
VY maumMeHTOB C MeUYeHOUYHON HETOCTaTOYHOCThIO COCTaB
AMMHOKMUCJIOT B IJJa3Me HMMEET XapaKTepHbIe Hapylle-
HUSI, XapaKTepU3yIoIrecs yBeJIMYeHEeM KOHIICHTpaluu
AAK u ymeHblIeHHMeM KOHUEHTpalUuu aMUHOKUCIIOT C
pasBetBiaeHHbIMU LienisiMu (AKPLI) Ha ¢oHe cHmkeHust
okucnenus AAK [12, 13]. ITpumenenue AKPLI mo3Boss-
eT 00eCIeunuTh MaleHTOB HEOOXOIUMbIM KOJTUYECTBOM
TaKUX aMUHOKUCJIOT, KaK TpUIITOMaH, TPEOHWH, JICUIIH,
JIM3WH, heHUIaJaHuH, METUOHUH, U30JICHLIMH 1 BaJIMH,
a TaKXKe MOoJy3aMEeHUMbBIX aMUHOKUCIIOT apTUHUH U TH-
CTUAVH, TPOJUH U ajaHuH. Kpome Toro, mpruMmeHeHue
npenaparos, coaepxamux AKPLI, cnuxkaer crenens [1D
[14, 15].

YV nmaumenTtos ¢ LIIT pacxon sHEpruu B MOKOEe MOXKET
ObITh yBeJMYeHHBIM [16, 17], HopMaibHbIM [18, 19] win
naxe cHkeHHbIM [20]. TunepmeTaboam3M B TTIOKOE CBSI-
3aH C CYLIECTBEHHOM ITOTEPE MBIIIECYHOM, KJIETOUYHOM
1 OKCTpaLIeJUTIONSIPHOI MaccChl TeJla. DHEproTpaThl, 00y-
CJIOBJICHHBIC BHIHYKICHHOM TUETOI 1 yBeIUUEHUEM pac-
XOJla 9HEPIUH, CBSI3aHHBIM C (PU3NYECKON aKTUBHOCTBIO,
SIBJISIIOTCSI TUTTMYHBIMU 17151 007bHBIX LITT 1 yyuTsiBatoT-
csI TIpY OLIEHKE 00IIMX 3Heprorpat. [ToaTomMy BaxkHO Kak
MOXKHO paHbIIIe BBISIBJISIT TUTIEPMETA00JIM3M, OCYIIIECT-
BJIITh COOTBETCTBYIOIIUIA KOHTPOJIb MUTAHUSI U UMEIO-
IIAMUCS CPeACTBaMM MpeaoTBpallaTh W 3aaep>KUBaTh
pa3BUTHE HAPYIICHUI MUTATEJIBLHOIO CTaTyca y MalreH-
toB ¢ LIIT[21, 22].

HecmoTpsi Ha 0O4YeBMOHOCTb TOTO, YTO IALIMEHTHI
C HapylIeHUSIMU B CTaTyce MUTAHMUS MOTYT MMETh 3Ha-
YUTEIbHO XYAIIMEe KIMHUYECKHUE Pe3yIbTaThl IOCIe OIle-
pPaTUBHOTO BMEIIATEIbCTBA, B HACTOSIIIIEE BPEeMsI He Cy-
LIECTBYET €AMHOU KOHUETILIMU alcKBATHOW MUTATEJIbHON
MOIAEPKKHU IO OIepaTUBHOrO BMEIIaTeNIbCTBa [5, 23, 24].
Bo Bcex ucciaenoBaHusIX yCTAaHOBJICHO, YTO MPU ITPOBe-
JIEHUU TIUTATeJbHOM Teparuu y MalydeHTOB, BHECEHHBIX
B JIO, oTMeuaeTcs ynydlleHUEe rmapaMeTpoB cTaTyca Iu-
TaHUsl, OAHAKO HE OBLIO MOJIyYEHO TOCTOBEPHBIX TAHHBIX
0 pa3nuuusax B ypoBHe cMepTHoCTH nocie TIT y 60abHBIX
C IOTIOJIHUTEIbHBIM MUTAaHUEM U 0e3 MPOBEICHUS TTUTa-
TEJbHOM Tepanuu.

HecMoTpst Ha HEMOCTATOYHBIX MOJYYEHHBIX PE3Yib-
TaTOB, HEOOXOAMMO OTMETUTb, UYTO IOJIOXKUTEIbLHOE
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BIMSTHUE MTATATENIbHOM moaaepxku Ha TeueHue LIITy ma-
1reHToB 13 JIO TTI mo3BossieT yaydIuTh KaueCTBO XK13-
HM U CHU3UTh PUCK 3CKAJallMM OCJIOXHEHUIM, a Takxke
YCKOPUTb CPOKHM IOCJICOIEPallMOHHOM peadbuITaluu.
JanbHeiillee U3y4eHUe BIMSHUSI MUTATSIbHOM Teparuu
Ha TEYCHME IIOCJIEONePAllMOHHOIO IMepUOaa SIBJISIETCS
aKTyaJbHBbIM U BaXHBIM BoripocoM rpu TTI.

Ileav uccaedosanuss — pa3paboTKa pallOHAJTBHBIX
CII0COO0B KOPPEKIIMMU MUTATEIbHOIO CTaTyca y MalueH-
TOB ¢ Au(@y3HBIMU 3a00JIeBAaHUSIMU TI€UeHU, BHECEH-
Hbix B JIO TTI.

Mamepuanbl u Memopbl

IIpoBeneHO KOMILIEKCHOE 0oOcenoBaHue 82 maiu-
entoB ¢ LTI, cocrosBmnx B JIO TII. U3 HUX MyKXYuUH
o610 42, xxeHMH — 40. CpenHuit Bo3pacT COCTaBUJI
43,5+ 12,9 ner.

Y 64 (78%) naummenroB u3 JIO TII npoBoauinch
MCCICIOBAHUSI BIMSIHMSL MUTATEIbHON IOMICPKKU Ha
craryc nutaHus. beum cpopmMupoBaHbl 3 KIIMHUYECKHE
IPYIIIIbL:

1-g (n=36) — mauueHTHI 0€3 CrIeLMAIBHOM MPOrpam-
MBI [TUTATEIbHOM TepaIiu, MOJYYMBIIME TUTAHUE U3 Ha-
TypajbHbBIX TPOAyKTOB (cToa NeSa 1o [1eB3Hepy);

2-g (n=40) — OoJIbHBIE, KOTOPHIM AOIOJHUTEILHO
K JMETUYECKOMY IMMTAHUIO Ha3HAuYeHbl cOaTaHCUPOBAH-
Hele nutateabHblie cMmecu (CIIC) («HyrpuapuHk» mim
«Hytpukommny»);

3-g (n=6) — MaLKMEHTHI, KOTOPBIM MPOBEAEHA IMUTA-
TeJIbHasl MOAJAEPXKKA SHTEPAJIbHBIMU CMECSIMM, TTpeaIHa-
3HAYEHHBIMU KakK JIJIsI UICKYCCTBEHHOI'O 30HI0BOIO ITMTa-
HUSI, TaK U ISl IEPOPaJIbHOTO.

Bo Bcex rpymmax ucciaemoBaiv MOKa3aTeau MuTa-
TEJIbHOTO CTaTyca U 9HEProTpar.

J1J1s1 yTOYHEHMST pOJId CBOOOIHBIX aMUHOKMCIOT ChI-
BOPOTKM KpoBu B reHese LI, koMmieKCHOTro usydeHust
rmaToreHe3a nucaMuHoauuaemMuu u [19, a Takke BAUSHUS
nepopanibHbIX POPM aMUHOKUCIIOT Ha TedeHue [1D Obn
MPOBEICHbI UCCICIOBAHUS 10 OIIPEACICHIIO0 CBOOOIHBIX
aMMHOKMKCJIOT ¥ aMMHMaka B rurasme kposu y 10 (12,2%)
o6onbHbIX ¢ LIT ¢ peunauBupyomeit 119, momyyaBmmx
rernamMuH (aMUHOKUCJIOTHBIM MperapaT sl mepopasib-
HOrO IIPMMEHEHUsI, B COCTaBe KOTOPOTO COIEPXKATCS
AKPII) 30 r/cyt B TeueHue 30 mHell Kak IOIMOJHEHUE
K 00b14HO# nuere. C LieIbl0 KOHTPOJISI U OIpeleeHUs
HOpPMaJIbHbIX 3HAUYEHUI YPOBHSI aMUHOKHUCJIOT B KPOBU
HUCCIeA0BAIA KPOBb 5 3M0POBBIX UCTIBITYyeMbIX. KOHTpO-
JIMPOBAJIM B AWHAMUKe cTereHb [1D, ypoBeHb aMMuaKka
M aMUHOKMCJIOT B IJ1a3Me KPOBH, MHAekc Puiiiepa, 61o-
XUMUWYECKUI aHalIu3 KPOBU, 3JEKTpodHLIEedanorpaduio
(D3I'), akycTyecKre CTBOJIOBbIE BbI3BaHHBIE TTOTEHIIN-
aspl. [lalieHThl ObUIM COMOCTaBUMMBI IO BO3PACTY, MOy
U TSKECTH COCTOSTHUSI.

J171s1 OLleHKM HapyILLIEHUI B CTaTyCe MUTAHUS UCIIOJIb-
30BaJIUCh KOMILIEKCHBIE METOIbl pacyeTa IoKasaTeseit
MUTATEJILHOTO CTaTyca, HEProTpaT 1 MOTPEOHOCTH B MK -
TaTEeJIbHBIX BEILECTBAX. YUUThIBAs CrielU(UKY O0IbHbBIX
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¢ 3a00JIeBaHUSIMU ITEYESHU, a TAKXKE JOCTYITHOCTb U IeIle-

BM3HY IPUMEHSIEMBIX METOAMK, JIJIS OLEHKU MUTATe/Ib-

HOTO CTaTyca MCIOJb30BaIMCh CJICAYIOIIME MOKA3aTeIu:

«  unnekc maccel Tenia (MMT — unnekc Kerne, ®AO/
BO3, 1987);

*  KOXHO-XupoBas ckyaaka Haa tpuernicom (KXKCT);

*  OKpYXHOCTb MbILII ruiedya (OMIT);

*  albOYMUH;

¢ abCOJIOTHOE YMCIIO TUMQOLIUTOB.

JlaHHbIE MOKa3aTe/Iu OTPaXkaroT OCHOBHbBIE MO3ULIMKI
MUTATEJIBHOTO CTaTyCa: COMAaTUYECKUI U BUCLIEPATIbHBIA
0eJIOK, XMPOBbIC 3aIlachl, HAJIMYKE UMMYHOAC(HUIIMTA.
Kaxxmpiit 3 mokasareseii olieHUBaICs 1o mkajie ot 0 1o
3 oautoB. CymMapHasi olieHKa paBHasl 2—5 OaJljIoB I10-
3BOJISIET TMOCTaBUTh JMArHO3 OEJIKOBO-3HEPTreTUYECKOM
HexoctatouHoct (BOH) nerkoii cremenu, 6—10 Gai-
JIOB — cpeaHeit TsekecTu, 11—15 6anioB — TsKeoi cTe-
nenu. CymmapHasi orieHka 0—1 6aJIoB KOHCTaTUPYET OT-
CYTCTBUE HAPYILIEHUIA TUTAHMSI.

Pacuet 3Heprorpat 1oKost TPOBOIMIIM, UCIIOJIb3YsI ypaB-
Henue Xappuca—benenukra (J.A. Harris, EG. Benedict,
1919):

MyxxurHbl: BEE = 66,5 + 13,8W + 5H + (6,84 x A);

xkeHuHbl: BEE =655+ 9,6W + 1,8H + (4,84 x A),

rne BEE — 6a30Bblii sHepreTMIecKuii pacxom, KKaji/CyT;
W — Bec, kxr; H — pocrt, cM; A — Bo3pacT.

Pacuer pakTHueCcKOil MOTPEeOHOCTU B 9HEPTUM OTIpe-
nessui o hopmyiie (D.R. Garrel et al., 1996):

REE = BEE x @A x ®Y x T x JIMT,

rae MA — dakTop aKTMBHOCTH: TOCTEIBHBINA PEKUM —
(1,1), manatHbIii pexkum — (1,2), obumii pexxum — (1,3);

DY — dakTop nmoBpexAeHNS: HEOOJIBbIINE ONEPaLi —
(1,1), onbime onepaumu — (1,3), nepurtonut — (1,4), cern-
cuc — (1,5);

T® — TepmanbHbIil dakTop: t Teaa 38°C — 1,1; t Tena
39°C—1,2;ttenad40° C — 1,3;ttena41° C — 1,4;

JOMT — gedunpmr macesl Tea: ot 10 10 20% — 1,1; ot 20
10 30% — 1,2; 6omee 30% — 1,3.

Pesynbmambl u o6cypeHue

[Ipu npoBeneHUM OLIEHKM CTaTyca IMUTAHUSI, MeTa-
Oosin3Ma U MUTaTesIbHOM Tepanuu y 64 nauueHTos (78%)
n3 JIO TII BeisiBAeHBI HapylieHus. Pacnipenenenue mna-
LIMEHTOB I10 Pa3MYHbIM CTEIEHSIM HEIOCTAaTOYHOCTU
MUTaHUS OBLIO TTOJYYEHO C MOMOIIBIO OAJIJTIbHOM OLIEHKH
HCXOJISl U3 DHEPTOoTpaT, OMOXMMUYECKUX U KIMHUYECKUX
nokaszatenei (puc. 1).

HopmanbHblii cTaTyc muTaHus ObLI ornpeneieH y 18
(22%) nanuenroB, bBOH nerkoii crenenu TskecTr — y 18
(22%), cpenneii crenenu — y 40 (48,8%) u TsaxKenon —
y 6 (7,3%) nanmenTtos. [IuTaTebHbIiA CTATyC OLIEHUBAJICS
MpU TTIOCTaHOBKeE MarreHTa B JIO, nnHaMUKy HapyIIeHU i
B IIMUTaHMM KOHTPOJIMPOBAJIM IIPU ILIAHOBBIX aMOyJ1aTOp-
HbIX OCMOTpax IallMEHTOB, a TakXKe TI'OCIUTAIM3ALIUSIX
B CTallMOHAp.

IMammentam u3 JIO ¢ HOpMaJbHBIM MUTATEJIbLHBIM
CTaTyCOM U JIETKMM HapylleHUEeM B CTaTyce MMTaHUs
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Hopma Jlerkas CpepHan Taxenas

Puc. 1. buoxumuueckue nokazamenu u 3Hepeompamol NPU PazAuyHoU
cmenenu HedOCMamoyHocmu numanus nayuenmos u3 JI0 mpancnaanma-
yuu newenu

16

Ha3HayaJloch IMETUUYECKOe MUTaHue. boJlbHBIM ¢ Hapy-
ILIEHUEM MUTAHUS CPEOHEN U TSKEJIOM CTENEeHU O0IMOJI-
HUTEJbHO K AueTudyeckoMy nutaHuio HazHavanu CIIC
(«Hyrpunpunk» wimn «Hytpukomii»). YcraHOBIEHO, YTO
MPOBOAMMAsT Teparnusl MO3BOJIMJIA CTAOMIN3UPOBATh CO-
CTOSIHME TMALMEHTOB C TSXKEIbIM CTAaTyCOM HapylleHUs
nuTaHus. B rpynre malnueHTOB CO cpelHel CTeNeHbIo
HapyLIeHUsT TTMTAaHUSI KOJMYECTBO OOJIbHBIX CHU3UIIOCH
Ha 9,7% (n=8), Tak KaK OHM IepelId B IPYIIY JETKOM
HemocTaTouHocTu nutaHus repen OTII.

VY 23 (28%) obcnenoBaHHbIX NaleHTOB U3 JIO BbI-
gBieHa peuyauBupylomas I19. JIng koppekuuu aucoda-
JIaHCa aMMHOKUCJIOTHOrO coctaBa kposu 10 (12,2%) na-
LIMEHTaM Ha3HayvaJICsl reraMUH B KOMITJIEKCHOM Teparnuu
I19. C uenbio yroyHeHUsT HOpMaJabHbIX 3HAUeHUI YPOB-
Hs CBOOOIHBIX aMUHOKMCJIOT OblJIa MCCJIEN0BaHa ChIBO-
pOTKa KpOBU 3I0POBBIX UCITBITYeMBIX. [1py aHamm3e mpo-
LIEHTHOTO CONEPKaHUSI AMUHOKHUCIIOT B CBIBOPOTKE KPOBU
BBISIBJIEHO CTaTUCTMYECKM JTOCTOBEPHOE CHIKEHUE KOH-
ueHtpauuu AKPL u yBenuuenue ypoBHsa AAK (puc. 2).

AMUHOKMCIOThI

C pa3BeTBMEHHON
OKOBOW Lienbio

Apomatuyeckue

AMWHOKNCNOTbI Vhneke Guwepa

MKMOAb/N MKMOAb/N
450 250

-_— 4,0
— 426 3.6
40 4 204 35

T R 200 75

3,0
300

25

150
250 LI 245 ZL

20
200 1 100

150 L 130 156 r 15 3
100 H 80 50 .I 10

50 1+ 0,5

0

TUPOSMH  cheHunananH 0

BANUH  M3OMEMUMH  neuuH

D 3popoetie nAua [l sonsisie wa no

Pa3anuuus Mexay nokasarensiM1 y 3A0poBbIX nuu 1 6onbHbix ¢ LM u3 N0
N0 BCEM nokasaTensm 40CToBepH! (p < 0,05)

Puc. 2. Konyenmpayus apomamu4eckux amuHOKUCAOM, AMUHOKUCIOM
¢ pazeéemeneHHoll yenvio é naame Kkposu u unoexc Quuepa y 60abHbIxX
u3 JIO TIT

ITociie Tepanuu remaMMHOM OTMEUYEHa MOJIOKUTETb-
Hasl TEHAEHLMSI 10 YPOBHIO pacrpeaeeHns] comepxKa-
HUSI CBOOOAHBIX aMUMHOKMCIOT. Ha ¢oHe mpoBomuMoit
Teparuy OTMEYaioCh AOCTOBEPHOE CHIKEHUE YPOBHS
aMMMaKa B CBIBOPOTKE M YJIy4IIEHUE roKa3aresaei mcu-
XOMETPUUECKOTro TeCTUPOBaHUs (puc. 3).

Knununyeckue n nabopaTopHble JaHHBIE 1O TMHAMUKE
yYpOBHsI 3HIE(ATONATUNA TOATBEPKIATUCH MHCTPYMEH-
TanbHBIMU MeTomamu (DD, BbI3BaHHBIC MOTEHLIMAJIBI).

Tecr casian uncen vkvonb/n  KOHLEHTpaumsi ammuaka

120

ceKyHab!

98,4

60,3

g
—

nocne

Ao nocne Ao

Puc. 3. Tecm cés3u uucen (a) u KOHUeHMPaAyUs AMMMUAKA 8 NAGA3ME
kposu (6) y 10 60abubix uz JIO ¢ sHyegaronamueii Ha gporne mepanuu
numanuem 00 u NOcae NPUMeHeHUsl 2eNamMuHa
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[Mocne Kypca mpuMeHeHMs reraMyuHa TOJIOXKUTEIbHAST Y-
HaMUKa HeHpoU3MOJIOTMUYEeCKNX ToKa3aTeieil oTMeueHa
B 20% cny4yaeB. Hopmanu3zaiiys mapamMeTpoB BbI3BAHHBIX
MOTeHIMAIOB oTMeueHa y 50% GOJIbHBIX C MICXOJHBIMU Ha-
PYLLIEHUSIMHU BbI3BAHHBIX MOTEHLIMAJIOB.

BbiBofbI U NPAaKMuUYyecKue pexoMexgayuu

ITpu nocranoske nauuenTos ¢ LIIT B JIO TIT u ipu
MOCTYIUICHUU TallMeHTOB B CTAllMOHAp JJIsi OrepaTuB-
HOTO BMEUIATEJbCTBA HEOOXOJUMO BBIIIOJTHUTD KOM-
IJIEKCHYIO OLIEHKY COCTOSIHMSI IIMTaHUSI, BKJIIOYAIOIILYIO,
Hapsiay co cOOpOM aHaMHe3a U OCMOTPOM, aHTPOITOME-
TpUYEeCKMe U OMOXMMUYECKUE METOMAbI OLIEHKHU, U yCTa-
HOBMTb CTEIICHb HEJOCTATOYHOCTH ITUTAHUSI.

BoJIbHBIM C HEIOCTATOYHOCTBIO IMUTAHUSI CPEaHEi
U TSDKEJIOM CTEINEHU, a TakKe C OCJI0XKHEHUSIMU TTOC/Ie0-
MepaloOHHOTO Meproaa HeOOXOIUMO COCTaBUTh MHIM-
BMJIyaJIbHbII TUIaH MUTATEIbHOM MOAACPKKU. DTU 0OJIb-
Hbl€ TPEOYIOT MIPUCTAIBHOTO BHUMAaHUSI IIPU IIPOBEACHUU
MUTATEJIbHON MOAAEPXKKN U KOHTPOJIS 3a ee 3(PPeKTUB-
Hocthlo. [laumentam ¢ LTI, umeromuM HoOpMalbHBIN
MUTATEIbHbIA CTATYC WM JIETKKE HAapYyLIEHUS B CTaTyce
MUTAaHUsI, HEOOXOAMMO HA3HAYMTh JUETUYECKOE ITMTa-
HUE DHEPreThyeckoil 1eHHoCcThio 30—35 KKaj/Kr/Cyr,

3-4" 110

OpU HAPYILIEHUU MUTAHUS CPEAHEN M TSDKEJIOU cTemne-
HU — 35—45 KKai/Kr/CyT.

KomnuecTBo Genka, HE0OXOOMMOE TIPU KOMITEHCUPO-
BaHHOM 3a00JIeBaHUM II€YEeHU, TO/DKHO cocTaBiaTh 0,8—1,0
I/KT/CyT, TIpU IeKOMITleHCpoBaHHOM — 1,5—2,0 1/KT/CyT,
a npu Hammuuu 19 — 0,6—1,0 r/kr/cyT ¢ pobaBieHUEM
B cxemy Teparuu repopanbHbiXx popm AKPLI — remamuna
He meHee 30 r/cyT. [1pu HapyIIeHU TOJIePaAaHTHOCTH K TJTI0-
KO03¢ HEOOXOIMMO OIPaHUYMTh TTPUEM MPOCTHIX YIIEBOIOB,
a KOJIMYECTBO KUPOB yBeIMIUTh 10 40% OT 00111ero ypoBHS
KaJIOPUMHOCTH pallOHA ITUTAHKS.

BonbHBIM ¢ HapyllleHHeM TUTaHUSI CpemHeil U Ts-
JKEJIOM CTeTICHU MOTOJHUTEIbHO K TUETUYSCKOMY ITUTa-
HuUI0 Ha3zHavatoTcs nepopanbibie CITC («<HytpunpuHk»,
«Hytpukomn» u np.). CpenHee komumuectBo CIIC —
400 mi/cyt (200—600 mi/cyt). Heo6x0aumo exeaHeBHO
KOHTPOJIMPOBATh IUype3 U MacCy Teja, a MpU 3aIepKKe
JKMIKOCTH OrpaHUYMBATh €€ MOCTyIieHue. B 3aBucumo-
CTU OT YPOBHS 3aJEeP>KKU KMUIKOCTH HEOOXOIUMO Orpa-
HUYUBATh IIpHUEM MMoBapeHHoi cou 1o 1 r/cyt. K mpoBo-
JIUMOI Teparuy He0OX0AMMO J00aBUTh BUTAMUHEI A, B,
D u E B TepaneBTuyeckoii no3uponke. [Tpyu BO3HUKHOBE-
HUU pUCKa IeMMHEepaInu3ali KOCTHOI TKaHM Ha3Haya-
etcs nmpueM Kaubius 800—1200 mr/cyT.
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