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FTENATOPEHAAbHbIA CUHAPOM. COBPEMEHHbIE
NOAXOAbI K AMATHOCTUKE U AEMEHUIO

C.H. Mammaes

AAarecTaHcKkas roCyAQpCTBEHHAA MEAULLUHCKASA OKAAEMUS

enartopeHanbHbii cuHapom (FPC) aBnsaertcs

AO0BOJIbHO YaCcTOM NaToNIOrMen y naumeHToB ¢

umppo3om ne4venm (LLM) v acumtom. MNepBbie
yKka3aHusl B JiuTepaTtype Ha COCyLleCTBOBaHMe
3a0oneBaHUl Ne4YeHu U Nnovek NnosiBUIUCHL 60-
nee 100 net Ha3aga.

B 1863 r. A.Flint Habnogan Tsxenbix GOJbHbIX
LI c acuytom n onurypuen, npu ayTorncum KOToOpbIX
MOYKM ObIIM UHTaKTHbl. B akcnepumeHTax Ha Xu-
BOTHbIX M.Pavlow (1893) nokasan BO3SHUKHOBEHME
anbOyMMHYPUKM NOCIIE HANOXEHMUS NOPTOKaBasIbHO-
ro aHactomo3sa. B 1911 r. P.Clairmont n coaBsT. Tak
xe, kak u F.Steinthal (1911), BnepBble 4on0Xunm o
NopaxeHun noYyek C neTasnbHbiM UCXOA0M, NOche-
[OBaBLLMM MOC/E Onepaumumn Ha XenyHbIX NPOTOoKax
no NMOBOAY MexaHuyeckon xentyxu. B 1932 r. ata
natoJsiorus noyek 6bina onncaHa F.C.Helwig v coasrT.
KaK «CMHOPOM NeYeHb-no4vkn» [26].

TepMUH «renaTtopeHanbHblii CUHAPOM>» ObIN Npe-
ctaBneH B 1916 . P. Merklen v npunHaTt B 1939 . W.
Nonnenbruch kak «coyeTaHne aHaTOMUYECKM onpe-
heneHHoro 3aboneBaHnsl MeYeH CO 3HAYUTESNbHbIM
orpaHmyeHnem QGyHKUMM NOYEK MpPu HE3HAYUTENb-
HbIX WMAW MOSIHOM OTCYTCTBMM MOPPONOrnYeckmnx
N3MeHeHnn B Hux» [37]. Mpu aTom 3aboneBaHue
nevyeHm MoxeT OblTb MCXOO0M renaToLenItoNapPHO-
ro nopaxeHusi Nodolr 3TMONOrMN - TOKCUYECKOWN,
MHMEKUMOHHON, CBA3aHHbIM C LI nnn pakom.

B HacToguee Bpemsa nog NPC noHMMaloT GyHK-
LMOHANBbHYIO ONIIYPUHECKYID, NMPOrPECCUPYIOLLLYIO,
HO B TO Xe BpeMsi 0b6paTuMytlo MaTosiornio MoYeKk,
BO3HMKAIOLLYIO NPU TSXKENbIX 3a00NeBaHNsAX NeveHn
C MEeYeHOYHOM HEQOCTATOYHOCTbIO, KOrAa UCKIoYe-
Hbl OpYrMe NpuYKMHbI, CNOCOBCTBYIIOLLME NOBPEXAEe-
HUIO noYek. DYHKUMOHaNbHBIV XapakTep NoYeyHoln
HeJOCTaTOYHOCTM Y BOMbHBLIX C aCLMUTOM Ha ¢oHe
LLM b1 noaTBEPXOEH MOMHBLIM BOCCTAHOBJIEHNEM
dYHKUMM NOYEK MOCcAe UX TpaHCcnaaHTaumm n nocne
TpaHcnIaHTauumn rneyeHu.

Mammaes CynelimaH HypaTanHoBuyY, 4. M. H., npodeccop
kadenpbl rOCNUTANbLHOM TEPanUK.
Ten.: (8722) 67-07-94, 68-12-80
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3aboneBaHusa ne4vyeHu, Npu KOTOpbIX Hanbonee
yacTo passuBaetcs PC, ykazaHbl B Tabnuue 1.

Matorea 'PC

MaTtoreHe3 NPC — 3TO CNOXHbIN MHOrO3TanHbIN
npoLuecc, NPMBOASALWMKA B KOHEYHOM mTOore K ¢pop-
MMPOBaHUIO NOYEeYHOW HegocTaTodHocTn. Cornac-
HO «KJlJaCCMYeCKOW runotese nepudepnyeckon
Basoaunartaunm» pasBuTme NOPTaNbHOM r’MNepTeH-
31N NPUBOAMUT K pacLUMPEHUIo apTepuii 6pIoLLIHON
NoNOCTN BCNeAcTBue M30bITOYHOW MECTHON Mpo-
OyKUMM OKCcuaa a3oTa 1 gpyrmx Basogunatatopos
[5,21,25,33]. Ha HauyanbHbIX 3Tanax cHMXxeHne 06-
wero nepndepmnyeckoro cocyauctoro conpoTuB-
nenus (OMNCC), obycnoeneHHoe BazogunaTtauuen,
KOMMNEHCUPYETCS YBEMYEHUNEM CEPAEYHOrO Bbl-
Opoca 1 4acToTbl cepaeyHbix cokpalleHun (HCC)
[6,49,50], ogHako B panbHenwem W runepauHa-
MWYECKMIA TUMN KPOBOOOpPaLLEHNA HE B COCTOSAHUM
nopaepxartbs Al Ha HOpmManbHOM ypoBHe. Ped-
NIeKTopHas CTUMYNSUMSA PEHUH-AHMMOTEH3VH-aNb-
noctepoHoBon (PAAC) 1 cumnaTn4eckon HepBHOWN
cuctem (CHC) obecneunBaeT noBbilleHne ALl 0o
HOPMaNbHOro ypoBHA. YcuneHme peabcopbuunn
HaTPUa M BOAOblI B OMCTallbHbIX KaHanbLax no4vek
crnocobcTByeT GOPMMPOBaAHUIO acumTa, rUnoHa-
Tpemun paseeneHuns. Nockonbky apTepun 6proLl-
HOW nonocTtn (Gnarogaps M3ObLITOYHOW cekpeuun
MECTHbIX Ba30auiaTaTOPOB) CTAHOBATCA pe3uc-
TEHTHBIMU K OENCTBUIO aHITMOTEH3MHA Il, Hopaape-
HaNMHa, Ba30MpPeccmHa u apyrux Ba30KOHCTPUKTO-
pOB, B M30ObITOYHOM KONMYECTBE MPOAYLMPYEMBbIX
npu aktnBauun PAAC n CHC, nogaepxaHne ALl Ha
HOpMaNbHOM 1 CyYOHOPMasbHOM YPOBHE MNPOWC-
XOOMUT 3a CHEeT BAa30KOHCTPUKLMU BHEOPIOLLINHHBIX
COCyO0B, Takux Kak: apTepuu noyek, Mbllll, (4TO
HeEpeaKko NMPUBOAUT K PasBUTUID CyO0pPOr), KOXWU,
ronoBHOro mosra nT.4a. [16, 23, 31, 32]. besycnos-
HO, 3HauyuTesnbHas peHanbHass BA30KOHCTPUKLUS
MPUBOAUT K CHMXEHWIO NoYeYHOoM nepdy3nm n cko-
pocTu knyboukoBor dunbrpaumm (CKD), asoTe-
MUN 1 MNOBbILLEHNIO CbIBOPOTOYHOrO KpeaTuHUHA,
OCHOBHOMY cumnTomy M'PC.

OpOHako CyXeHue COCydoOB MOYEK B OTBET Ha
0ENCTBNE CUCTEMHbIX Ba30OKOHCTPUKTOPOB SIBSIET-
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3a6oneBaHuns NeYeHU, NPU KOTOPbIX YacTO pa3BMBaeTcs
renatopeHasibHbli CUHAPOM

-NevyeHo4YHOoN sHUedanonaTum,

OcTpble BUPYCHbIE renaTtuTsbl.
lenatouennonspHas kapuyHoma.

femunrenatakrTomums.

Nogokwd

1. Linppo3 neyeHn, 0COBEHHO, aIKOrOJIbHbIN NPU HANTNYNN:
-acumTa u AnypeTUYeCcKonm Tepanmu,

-NNLLLEeBOOHO-XXeNyg04HO-KNLWEe4YHOro KpoBoTe4eHun4d.
q:’yﬂbMI/IHaHTHaFl rne4eHo4yHaa HeJOCTaTO4YHOCTb.
MeTtacTtaTtnyeckoe rnopaxeHue nevyeHun.

OcTpas xu1posas rnevyeHb 6epemMeHHbIX.

CS He eAMHCTBEHHbIM (hakTOpPOM naToreHesa no-
yeyHom HepocTaTodHocTu Npu TPC. BonbLuoi Bknag,
B dopmupoBaHme runonepdy3mm novyek BHOCUT
HapyLleHne BanaHca B NOYEeYHOM NPOoayKLUUM 3HO0-
rEHHbIX BA30OKOHCTPUKTOPOB U Ba304MNaTaToOpoB. Y
naumeHToB ¢ 'PC HabniopaeTcs 3Ha4NTENbHOE CHU-
>XXEHNE BKCKPEeLMN C MOYOW Taknx peHasibHbIX Ba30-
OounataTopoB, kak npocTtarnaHamH E2, metabonut
npocTaunkianHa — 6-ketonpoctarnaHanH Fla, kan-
nukpeunH. C apyrow CTOPOHbI, ULLEMKUS NOYeK cama
NPUBOOUT K YCUJIEHUIO CEKPeLMn pPeHnHa, aHaoTe-
nnHa, nenkoTpmeHos, F2-n3onpoctaHoB, ageHo3u-
Ha, MOTEeHLUMPYIOLLEro cocyaucTble apdeKTbl aHru-
oTteHanHa-Il [11, 22].

Jonroe Bpems CyLl,eCTBOBa/IO MHEHME, YTO NpU
PC Habniogaetcs HopManbHas MW gaxe MnoBbl-
LweHHasa GyHKUMs cepaua. Takas Touka 3peHus 6a-
31MpoBanacb Ha AaHHbIX psga MccnegoBaHui na-
umeHToB ¢ LM 6e3 azotemumn ¢ Hanuunem nnu 6e3
acuuTa, NpoaeEMOHCTpMpoBaBLLnX, 4to NPC passu-
Bancs B ycnosusix HU3koro OMNMCC 1 NOBbILLEHHOTO
cepaeyHoro BbiIbpoca, OOYCNOBNEHHOro 4Ype3Bbl-

Cepneunniii BeiGpoc

Dippexrushan aprepHaibHas
FHITOBOJIEMHSA

Junarauus cocynos
BHYTPEHHHX OPraHoB

Komnencupo- Actr wu ['PC
BaHHbIH LHPpO3

Puc. 1. MogncdmumposaHHas runoresa nepude-
puYeckoi BasogusiaTauMm: CHMKeHue obbemMa
apTepuanbHOM KpPOBM NpU LUPpPO3e MpPOUCXO-
AWT KaK BCJieAcTBME NporpeccMpoBaHusi guia-
Tauuu apTepuii BHyTPeHHUX OPraHoB, TaK U 3a
CUYeT CHMXKEeHUSA cepaedyHoro Bbibpoca.

YyanHo BbICOKOW akTMBHOCTLIO PAAC n CHC. 911 BbI-
BOAbI ObIIN SKCTPANOIMPOBaHbl HA BCIO MOMNYSALMIO
nauMeHToB C AeKOMMNeHcupoBaHHbiM LI, oaHako
pesyfbTaTbl HECKOJIbKMX MNOCAegHUX MccnenoBa-
HU Nokasanu, 4To y naumeHToB ¢ NPC oTmevanoch
[OCTOBEPHOE CHUXEHME CepaeyHoro Bbibpoca mno
CcpaBHeHMo ¢ naupeHTamm 6e3 N'PC [28, 46]. Bbino
BbICKa3aHO NpPeanonoXeHne, 4YTo UMPKYISTOpHas
anchyHkumsa, Habnopaemas npu TPC, obycnos-
NleHa He TOJIbKO Basogunataumen, HoO 1 cepaeyHomn
HEeOOoCTaTOYHOCTbIO. [laHHble OBYX WCCNenoBaHWUin
Ruiz-del-Arbol [40, 41] noaTBEepannmn 310 NpPeano-
noxeHue. bbino nokasaHo, 4To y nauneHTos ¢ PC
He Habnaanochb afleKBaTHOrO YCUTEHNS akTUBHOC-
T PAAC n CHC, nosbilieHus YHCC 1 BennynHbl cep-
ne4yHoro Bbibpoca (puc.1). MNMpegnonaraetcs, 4TO B
OCHOBE 3TUX U3MEHEHUIN NeXUT passutmne npu LM
crneundunyeckor kapauomMuonaTum, xapakrepuay-
IOLLLeCA CUCTOJIMYECKOMN N ONaCTONNYECKON OuUC-
dyHKUMeNn, gunartaumen u runeptpodmnen kamep
cepaua, a Takxke aneKTpPuYeckom HecTabuibHOCTbIO
muokapga [30]. CywecTByeT 1 opyroe MHeHue: Ha-
pyLLEHNE NHOTPOMHOM GYHKLMK Mrokapaa npu NPC
GYHKUMOHANBHOM NpYpoabl 06YCNOBIEHO CHUXEHM-
€M BEHO3HOro Bo3BpaTta Kk cepguy [29], a HapyLle-
HME XPOHOTPOMHOWN PYHKLIMN MOXET ObITb CBA3AHO C
noaaBneHneM B-afgpeHopeL.enTopoB, 0OYCOBNEH-
HbIM XPOHU4YecKon runepctumynsiumen CHC.
HeobxoouMo Takke OTMeTUTb, YTO Habnopae-
mas npu MPC runepcekpeums 3HAOMEHHbIX BA30-
KOHCTPUKTOPOB B YCNOBUSIX CHUXEHHOW MNEeYeHOou-
HOM NPOAYKLMM Ba30ANNAATATOPOB [51] Npu Taxenbix
3ab60/1eBaAHUAX NEYEHN NPUBOANUT K 3HAYUTENIbBHOMY
MOBbLILLIEHNIO BHYTPUMNEYEHOYHOIO COMPOTUBNEHUS
M yCUneHuto noptanebHom runeptesumn [40, 41]. MNo-
aTomy npu N'PC Hepeakn anu3oabl KPOBOTEYEHNS U3
BapMKO3HO pacCLUMpPEHHbIX BEH NULLLEBOAA.
HemanoBaxHoe 3Ha4yeHne B natoreHese [PC
npuaaeTca Haano4Ye4yHMKOBOWM HEeOOCTaTOYHOCTM.
OTMEeUYEeHO BbIPAXEHHOE CHMXEeHWE QYHKLMN Haf-
no4YyevyHMKoB y naumeHToB ¢ LM n Taxenon bakrte-
puanbHOM MHpeKkumen, Hanbonee 4acTo NPUBOAS-
wen k dopmmposaHmto MPC [47], a Takke ObICTpOE
BOCCTaHOBJIEHNE FEeMOANHAMUKM MpU 000aBNeHUn
K Tepanum 3Tux naumeHToB KopTuaona [12]. Bos-
MO>XHbIM MEX2HN3MOM Pa3BUTUSA HAAMOYEYHNKOBOM
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Ta6smya 1

3a6oneBaHns Ne4YeHU, NPy KOTOPbIX YacTO pa3BMBaeTcs
renatopeHasibHbii CAHAPOM

1. Llmppo3 neyeHun, 0cobeHHO, ankorosibHbIA MPY HANNYMN;
-acuuta v ANypeTmnHecKor Tepanun,
-NnevyeHoYHOoM aHuedanonaTun,
-NULLEBOAHO-XENYAOYHO-KULLIEYHOTO KPOBOTEYEHMSI.

2. dynbMUHaHTHas NeYeHo4YHas HeaoCTaTO4HOCTb.

3. OCcTpble BUPYCHbIE renaTUThl.

4. lenaTouennonapHas KapumHoma.

5. MeTacTtatnyeckoe nopaxeHue rnevyeHu.

6. lemurenarakTomMums.

7. OcTpas xuposas neyeHb 6epeMEeHHbIX.

HepocTaTtoyHoCcTU npu PC gaBnaeTca pervoHanb-
Hasi Ba3OKOHCTpuKuus. Kpome Toro, obcyxagaerca
y4yacTne UMTOKUHOB, MPSIMO YrHEeTaloWmMX CUHTES3
KOpTM30/a KOpOW HaamnoyeyHkoB. CUHTE3 3TUX
NEPBUYHLIX MEAMATOPOB BOCNAIUTENIBHOIO OTBETa
3HAYUTENIbHO NOBbILLAETCS NpY BGakTepUanbHOM UH-
dekuun. lNpepnonaraeTcd, 4TO HaAMNOYEeYHUKOBaAdA
HeL0CTaTOYHOCTb MOXET BHOCUTb BECOMbIN BKIAL,
B popmmpoBaHne AUCHYHKLMK KPOBOOOpaLLEHNS
npu MPC, nockonbky HopmanbHas GyHKUMS Han-
NOYEYHMKOB OOecneyrBaeT afekBaTHbI OTBET Ha
0encTBMEe 3HOO0MEeHHbIX BAa3OKOHCTPUKTOPOB.

Takum obpasom, npu N'PC pasBmBaeTcs Nonvop-
raHHas naTtosiorns, XapakTepusylowancd OCTPbIM
HapyLleHnem QyHKUMN CeEPAEYHO-COCYANCTON CUC-
TeMbl, NOYeK, NeYeHn, HaANOYEYHNKOB, FOJIOBHOMO
Mo3ra un T.4. (puc. 2).

KnuHuuka n gnarHoctunka rPC

Ha nepBom aTtane guarHocTtukmn MPC Heobxoau-
MO BbISIBUTb CHMXXeHne CK®, yTo aBngeTcs [oOBOSb-
HO CNOXHOWN 3agayen npu Taxenbix 3adoneBaHnaX
neyeHn, B YacTHOCTK, npu LIM. MNockonbky y Takmx

Cepaeunsiii Bubpoc

DippexruBnan aprepHatsHan
FHIOBOIEMHA

Jlunarauus cocyios
BHY TPEHHHX OPraHoB

+ L L

Komnencupo- Actur wm ['PC
BAHHBIA LHPPO3

Puc. 1. MoandpuvunpoBaHHas runoresa nepude-
puyeckoi BasopusaTauuu: CHUXKeHue obbema
apTepuasibHOA KPOBM NpU LUppO3e NpPOUCXO-
AWT KakK BcCneAcTBUe nporpeccMpoBaHusl auna-
TauMm apTepui BHYTPEHHUX OpPraHoB, TakK U 3a
cUeT CHMXXEeHUNA cepaevyHoro Bbibpoca.
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BGO0JIbHbIX CHMXEHA MacCa MbILLEYHOM TKaHu, a Co-
OTBETCTBEHHO U CUHTE3 KpeaTuHUHA, AaXe pe3koe
cHmxkeHne CK® MoxeT conpoBoXaaTbCs HOpMasb-
HbIM WM HE3HAYUTESIbHO MOBbILLEHHBIM YPOBHEM
CbIBOPOTOYHOro kpeaTtuHuHa. [MogobHbiM e 00-
Pa30OM KOHLIEHTpaUMs MpoayLMpYyEMON MEeYEeHbIO
MOYEBUHbI MOXET ObITb CHUXEHA NMPW NEYEeHOYHOM
HeJOCTaTOYHOCTU. OTU OCOBEHHOCTM BENKOBOro
obmMeHa y NauMeHTOoB C TSXXeNbIMM 3a60neBaHNSIMN
nevyeHn 4acTo NPUBOAAT K MOCTAHOBKE JIOXKHOOTPU-
LaTenbHbIX AnarHo3oB [8, 38, 44]. C yyeToM BbiLLE-
YNOMSIHYTOro OblJI0 PELLUEHO BLICTABNATbL AMarHo3
MPC npuv NOBbILEHNM YPOBHSA CbIBOPOTOYHOIO Kpe-
aTuHuHa Bbiwe 1,5 mr/on [4, 42].

Ha BTOpOoM 3Tane AWarHOCTUYECKOro novcka
npoundsoantcsa anddepeHuyposka NPC oT noyeuy-
HOMN HeOOCTaTOYHOCTU, OOYCNOBNEHHOM APYrMMin
NPUYMHAMMU.

B 1996 r. MexxayHapoaHbIM 0OLLECTBOM MO acum-
Ty Gblv BrepBble pa3paboTaHbl AMarHOCTUYECKME
kputepun MPC [4].

BonbLune kputepun:

1. Hannume xpoHnyecknx 3aboneBaHnin neyeHn ¢
NneyeHOYHON HeOOCTaTO4YHOCTLIO U NOPTASIbHOW M-
nepTeHsven n GyrIbMUHAHTHON NeYeHOYHOW Heno-
CTaTOYHOCTW.

2. Huskag CK® (noBbilleHME CbIBOPOTOYHOrO
KpeaTuHuHa 6onee 1,5 Mr/on UM CHUXEHUE Ku-
peHca kpeaTuHuHa MmeHee 40 Mn/MUH).

3. OTtcyTtcTBME WOKA, MHOEKUUM N OaHHbIX 00
NCNONb30BaHMN HEDPOTOKCUYECKNX NTIEKAPCTB; OT-
CYTCTBME OAHHbIX O TMNOBOSIEMUN, OOYCNOBIEHHON
natonorven XKT (HeykpoTrumasa pBoTa nnm guapes)
nnn noyek (noteps xuaxkoctn 6onee 500 r/neHb B
TeYeHMe HEeCKOJbKUX OHEN Y NAUMEHTOB C aCLUMTOM
6e3 nepudepuryeckurx oteko nam 1000 r/oeHb y na-
LIMEHTOB C Nepndepn4ecknmMm oTekamu).

4. OTcyTCTBME yNyyleHnsa GYHKUMM NOYEK (CHU-
XXEHME YPOBHS CbIBOPOTOYHOIrO KpeaTuHuHa ao 1,5
Mr/01 1 MEHEE UM MOBbLILLEHWE KIIMPEHCA KpeaTu-
HuHa 0o 40 Mn/MuH 1 6onee) nNocne OTMEHbI Anype-
TUKOB 1 BBeAeHUS 1,5 1 n130TOHMYECKOro pacTeopa.

5. MpoTteunHypusa meHee 500 Mr/aoeHb U OTCyTC-
TBUE YNbTPA3BYKOBOW KapTUHbI OOCTPYKTUBHBLIX UK
napeHxnMaTo3HbIX 3a00NIeBaHNI NOYEK.
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Herngpataumsa c YMEHbLLE-

CnoHTaHHblil DaKTepHANBHBIH NEPHTOHNT WIH
ApYrue npeapacnonaraioume (pakTopsl

HMEM 00beMa LIMPKYNPYIOLLIENA
kpoBu (OLK) (kpoBOTeueHue,

Tepanus guypetvkamu, napa-

OcTpoe yeHIeHHE apTepHAIbHOIN AniaTaunu
H CHHIKEHHE CepAe1HOro Belbpoca

LeHTe3, nepepacnpeneneHve
KPOBW, MOHOCHI) MOXET npwu-

BECTU K MpPepeHanbHOn asoTe-

KoHeTpuKLIMA perHOHANbHBIX apTepHil

Mun. HeobxoaMMO MNOMHUTD,
yto NPC dakTnyeckmn aBnseTcs

npepeHanbHON NOYE4YHOM NaTo-

| TA-II: HA, AIl —

norven. CornacHo Kputepusim
1996 r., amarHo3 PC BbI3biBan

COMHEHUsI MpU BOCCTaHOBJE-
HUWN NoYeYHON PYHKUMM nocne

OTMEHbl ONYPEeTUKOB W BBe-
oeHns 1,5 n M30TOHUYECKOro
pactBopa. OpHako pesynbra-

HaanoueuHuks

AN
7 =
T COMPOTHBIIEHHA [Toukn I'PC
NOpTaskHOMY KPOBOTOKY

T'onosHO# MO3I1 OHuedanonarus

ITewenounasn

- [MeueHs
YeuneHue nopransHoi HENOCTATOUHOCTE
A

el s Haanoueunukosas

HEAOCTATOUHOC T

Tbl pAga pPaHoOMU3NPOBAHHbBIX
NCCNeooBaHuiA nokasanu, 4To
y naupeHtoB ¢ N'PC 6onee ad-

Puc. 2. FPC- yacTb CUHAPOMA MYJIbTUOPraHHOM

A-II - anrnorteHsuH II, HA - HopaapeHanuH, AAl - aHTManypeTm-

YeCKWA FrOPMOH.

Marnbie kputepun:

1. CHMXeHMe cyTo4HOro aunypesa meHee 500 mn/
CYT.

2. KoHueHTpaumsa HaTpus B mMoye meHee 10
M3KB/ 1.

3. KoHueHTpauus HaTtpusi B CbIBOPOTKE MEHee
130 makB/n.

4. OcMONIAPHOCTb MO4YK 6OJIbLLE OCMOJIIPHOCTU
CbIBOPOTKM (KO3ddurumeHT Boiwe 1,3).

5. OTtcyTtcTBMe rematypum (MeHee 50 sputpoum-
TOB B NOJIE 3PEHUS).

Ona noctaHoBkn agmarHosza PC Heobxoonmo
ObI1I0 Hanuumne Bcex Gonbluvx Kputepues. Manble
KpuTEPUN BbINM HE 00a3aTeslbHbl, HO HEOOXOAMMBbI
Ans noctaHoBky anarHo3a NPC.

B nocnenytoLem atm Kputepmn ObiIn NEPECMOT-
peHbl 1 B 2005 . B CaH-®PpaHuUmMCKo NpeasoxeHbl
HOBble OuarHoctTuyeckme kputepun FPC npu LM
(Tabn. 2) [42].

KnupeHc kpeatnHuHa meHee 40 MA/MUH Kak
OOVH N3 gmarHoctTudeckmx kputepmes 1996 r. Obin
WCKJIIOYEH, MOCKOJIbKY OLWMBKKM npu cOope Mouum
NPMBOOUAN K MNOBbLILEHMIO Y4aCTOTbl JIOXKHOMOO-
XUTenbHbIX aMarHo3os NPC. Kpome Toro, Hanunuuve
ONIUIYPUMN, CHUXEHUS KOHLLEHTPALMN HATPUS B MOYe
M MOBbILLEHNE €€ OCMOJIAPHOCTU, MPOAEMOHCTPU-
pOBaHHbIE NPY OCTPOM TyOYSIOHEKPO3E Y NaUNEHTOB
¢ LN v acumtom, 0BycnoBuIo UCKTIOYEHNE N MaSbIX
auarHocTuyeckux kputepues NPC.

K coxaneHuto, B HacTosILLLee BPeMS He CyLuec-
TBYeT Crneunduyeckmx AnarHOCTUYECKUX Mapke-
poB 'PC. TlMpuHUMasa BO BHUMaHME PyHKLMOHAb-
Hyl0 nNpupoay natonoruu noyvek npu NPC, anarHos
BbICTaBASIETCA MPU UCKIIOYEHNUN BCEX OCTasIbHbIX
BO3MOXHbIX MPUYMH MOYEYHOW HeOoCTaTO4YHOCTU
y NAUVEHTOB C OCTPbIMU UM XPOHMYECKUMMK 3200~
JNIeBaHUSIMUN NeYeHU: NMpepeHanbHON, pPeHanbHON Y
NOCTPEHAJIbHOW NOYE4YHOM He40CTAaTOYHOCTH, a TakK-
e «MCeBaorenaropeHanbHoOro» CuHapoma.

GEeKTMBHBIM CPeacTBOM  BOC-
ctaHoBneHua OUK qaBnsetcs
anbbymuH  [13]. TMoatomy B
HOBbIX [AMArHOCTUYECKUX KPU-
Tepuax [PC pekomeHpyeTcs
NnPoOn3BOANTb BO3MELLEHNE
XUOKOCTM NyTEM B/B BBEAEHUS anbOyMuHa.

Mpn nckNtoYeH NepBuYHbIX 3aboNeBaHni Mno-
yek (rmomepynonatum, MHTEPCTULMANbHbIE, COCY-
ONCTble MOPaxXeHust), Tak Xe, Kak U OCTporo Tyby-
JIOHEeKPO3a, Pa3BMBLLErOCSA B pedysibTaTe Cercuca,
rMNOKCUN, LLIOKA WU BO3AENCTBUSA PA3/INYHbIX HE-
(GPOTOKCUHOB, MOMUMO KJIMHUYECKNX OCOOEHHOC-
Tel obHapyxmBatoT 6onee BblpaeHHbIE U3BMEHEHMS
CO CTOPOHbI MOYEBOro ocaaka. [inarHos noaTBepX-
[aeTcs nposeneHnem 61Moncum Nnoyex.

3aboneBaHna MeYeHU U XENYHbIX MNyTEN C Ha-
mumemM unm 6e3 XEenTyxm MOryT COMpPOBOXAATbLCSH
BTOPMYHbIM MOPaXeHMEM MnoYyek. BTopuyHbie 3a-
©oneBaHus NMo4Yek MOryT pasfnmnyaTbCs Mo CTerneHu
TSHKECTU 1 MO NPOrHO3Y U BbI3blBATb ONPEAENIEHHbIE
CNOXHOCTU NpU NpoBeneHnn ondoepeHLunanbHoro
AnarHosa. MopmMbl BTOPUYHOTO MOPaKEHUs NMOYeK
npuv pasnnyHbiX 3aboneBaHusx renaTodbunnapHom
cCuUCTeMbl MpeacTaBfieHbl B Tabnumue 3.

MoMUMO  KNMHMKO-NabopaTopHbIX OCOBEHHOC-
TEeN, XapakTePHbIX AJ15 KaXA0ro 13 HO30/10MMYeCKNX
¢dopm 3aboneBaHUIi NeveHn, Npyn 3TOM HabnaaT-
cs 6onee NN MeHee BblPaXKEHHbIE U3MEHEHNS MO-
4YeBOIro ocaaka 1 passiMyHble HapyLLIEHUS CTPYKTYPbI
noyek npu rmcToNIOrM4eckoM UCCneaoBaHnn, KOTo-
pble He xapakTepHbl ana PC.

OOHOBPEMEHHOE MOPaXEeHUEe MNeYeHU U Moyek
npuv pasnnyHblx 3ab01IeBaHNSIX ONNCAHO, Kak «lnceB-
aorenaropeHasibHbi» cuHgpom (Tabn. 4). B kax-
OOM KOHKPETHOM CJlydae OTMe4aloTCs pPasfinyHoM
CTENEeHN BbIPAXEHHOCTU MOBPEXOEHUS MEYEeHU U
noyek. NMpPoOrHo3 onpeaensaeTcs WUpPoKM AManaso-
HoMm BapwuabenbHocTm [10].

[Tocne ncknioYeHns NEPBUYHbIX, BTOPUYHbIX 3a-
OoneBaHMin MOYeK U «MCEeBOOrenaTopeHanbHOro»
cUHOpOMa Npu 3ab00NIEBAHUSX MEYEHN C MOYEYHbI-
MW CUMOTOMamu Hanbosiee BePOSTHbIM CTAHOBUTCS
anarHos N'PC.

HefoCTaTO4YHOCTMU.
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Ta6smya 2

HoBble AMarHoCcTUYeCKMe KpUTepmm renartopeHasibHoro cuHagpoma
npu umppose nedexHu (2005)

YpOBEHb CbIBOPOTOYHOrO KpeaTuHuHa >133 mmons/n (1,5 mr/an).
OTCcyTCTBME HOPMANU3aL MM YPOBHS CbIBOPOTOYHOIO KpeaTUHMHA (LOCTUXEHWST YPOBHS
<133 MMoOnb/n) nocne Kak MUHUMYM 2-X AHEBHOW OTMEHbI ANYPETUKOB N BBEOEHUS

anbObyMurHa; pekoMmeHayemas no3a anbobymmHa 1 r/kr macchl Tena B AeHb (00 MakCUMarnbHOM

no3bl - 100 r/noeHb).

OTcyTcTBME WIOKA.

OTcyTCcTBME AAaHHbLIX 00 MCMONb30BAHNM HEPPOTOKCUYECKMX NEKAPCTB.
OTCyTCTBME KaKMX-NMOO NapeHxMaTo3HbIX 3ab0ieBaHNi NoYeK, NPOSIBASIOLLNXCS
MPOTENHYPUEN, MUKPOFreEMaTypuen n/nam COOTBETCTBYIOLLEN Y3 KapTUHOM.

B noBceoHEBHOW KIMHWMYECKOW MpakTuke Angd
onpeneneHns @yHKUMOHANbHOM MNOYEYHOM Heao-
CTaTO4YHOCTU Mbl OPUEHTUPYEMCH Ha nokasaTenu
CYTOYHOro auypesa W KIMpeHca kpeaTtuHuHa. L.
Caregaro 1 CoaBT. CpaBHMBANN KIIyOOUYKOBYIO GUIb-
Tpaumio NoYeK MO KIAMPEHCY VHYNUHA U KITMPEHCY
kKpeaTuHuHa y 56 6onbHbix LM [8]. KnupeHc nHy-
JINHa cYNTAETCS 30/10TbIM CTAHAAPTOM 4SS OLEHKN
CK®. Y 29 uccnenoBaHHbIx 60/bHbIX LI No KNnupeH-
cy uHynuHa CK® coctaBuna 106+34 mn/MuH, y 27
O0nbHbIX - 5619 Mma/MuH. B 1 rpynne nokasatenu
KNy6Oo4YKOBOM PUNLTPaLLMN MO KIMPEHCY KpeaTuHN-
Ha COOTBETCTBOBA/M KIIMPEHCY UHYIMHA, B TO Bpe-
Msi KaK BO 2 rpyrnne, NPMMepPHO Y NONI0OBUHbI BOJTbHbIX
3Ha4YeHUs KNyOO4YKOBOM pUNbTpaUMN MO KINPEHCY
KpeaTuHuHa Oblnu NpeBblleHbl. JaHHOe 06CcToSs-
TENbCTBO, BEPOSATHO, OOYCIIOBMEHO KaHasbLEBOM
cekpeumen kpeatnHuHa. NMoatomy, aBTopbl MPULLIN
K BbIBOAY, YTO PE3ynbTaTbl OLEHKN (PYHKLMOHAb-
HOI CNOCOOHOCTM MOYeEK MO KIMPEHCY KpeaTUHNHA Y
60nbHbIX LI 0omkHbI OblTb MHTEPMNPETUPOBAHLI A0-
CTaTOYHO OCTOPOXHO.

OOHVUM 13 HEMHBA3VIBHbIX METOAOB, MO3BOJSA-
oMM NpPOorHo3mposaTb padsutre MPC y 60bHbIX
LM, paccmaTtpuBaeTcs nOyrnjekCcHoe JOOonmnjiepoB-
CKOe yNnbTpas3ByKOBOE uccnenoBaHve. [Mpu aToM
onpenensieTcsa nokasaTtesb COMPOTUBIIEHUS apTe-

puanbHoro pycna nodek. MNMpu nccneposaHnm 180
6onbHbIX LIM 6€3 azoTemMumn okasanoch, 4Toy 76 13
HUX OaHHbI/ nokasaTenb Obll 3HAYNTENbHO NPEBbI-
weH, y 104 cooTBeTcTBOBasn Hopme. Y naumeHToB 1
rpynnbl AUCHYHKUMSA No4vek (MOBbILLEHNE KpeaTu-
HMHa B CbiBOPOTKEe Oonee 1,5 mr/on) passunachb y
55%, TPC -y 26%. Bo 2 rpynne npv HOPMasbHOM
nokasartefsie ConpoOTUBAEHUNSA apTEPUaNbHOrNO pyc-
na noyek, AUcPyHKLUMSA pa3Bunack y 6% OONbHbIX,
FPC -y 1%, peaynbTaThl N0 cpaBHeHuo ¢ 1 rpyn-
non noctoBepHsbl (P<0,00005). Takum 06pasom, on-
peneneHne ConpoTUBIEHNS apTepManbHOro pycna
noYyek MO OAaHHbIM AYMEKCHOrO AO0MMAepoBCKOro
YNbTPa3BYKOBOIO MCCNeA0BaHUS MOXET BbICTyNaTb
B PO/IN paHHEero amarHoctuyeckoro mapkepa MPC
y 607bHbIX LM ¢ acuyMToM 1 HoOpMaibHbIM YPOBHEM
KpeaTHMHA CbIBOPOTKM KpoBu [32, 39].

Knaccudukauusa rPC

B HacToswee BpeMs B 3aBUCUMOCTM OT TSXECTU
KJIMHUYECKMX NPOSBAEHUI 1 MPOrHO3a BblAENSIOT 2
dopmbl T'PC.

1 Tun — OCTPLIN, ObLICTPONPOrPECCUPYIOLLNIA.
JunarHoctnka OCHOBBIBAETCS Ha 2-X KPATHOM yBe-
JINYEHNN KOHLLEHTPALMN KPpeaTMHNHA CbIBOPOTKN 0
YPOBHS 6onee 2,5 Mr/an, Ui CHUXEHUN KNMpeHca
KpeaTuHnHa 6onee 4yem Ha 50% [0 ypoBHS MeHee
yem 20 MN/MUH B TeYeHME 2-X U MeHee Henerb.

Ta6smnya 3

BTOpuuHbIe NOBpeXXAeHUA NoYek npu 3aboseBaHuAx
renaTobuanapHom cucTeMmbl

Kny6oukoBble 3a60ieBaHNSA MOYEK:

3. [nMomepynocknepos npu umMppo3ax:
-Me3aHrmansHas ¢popma,
-IgA HedponaTug,

Kananbuesble 3a60neBaHus NoYyek:
1. MNo4eyHbI KaHanbLUEBbIN aLMa03:
-ouctanbHas popma (tun 1),

3. BunmapHbin Hedpos.

1. HapyweHnsa GyHKLUMM NOYEK MPUY OCTPbIX BUPYCHbIX renatmuTax.
2. IMMYHHOKOMIMIEKCHbBI HEPPUT NPU XPOHNYECKNX BUPYCHbIX renatutax B n C.

-meMbpaHo3HonponupepaTmBHasa popma.

-aMcTanbHas 1 npokcumansHas dopma (Tun 2).
2. OcTpbIii KaHanNbLEBbLIN HEKPO3 (OCTPasa NnovyeyHass He4OCTATOYHOCTD).
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Tabaunya 4

3abonesaHus, Npu KOTOPbIX OAHOBPEMEHHO MOPAXKAIOTCH NEYEHb U NOUKHN
(«nceBporenatopeHasibHbIW>» CUHAPOM)

1. BpoxaeHHble HapyLLeHus
-MOSIMKNCTO3 NMEYEHM 1 NOYEK
-BPOXEHHbI HG1UOPO3 NeyeHn

2. MeTabonunyeckne 3aboneBaHuns
-remMoxpomaro3
-caxapHbiii apnabeTt
-0CTpas UHTEPMUTTUPYIOLLAA nopdupus
-aMmmnonao3s
-3KnamMncus
-cnHapom Pes
-rMMKoreHoa 1 Tmna
-TUPO3NHEMUS
-6one3Hb BunbcoHa

3. CuctemMHble 3aboneBaHus
-PEBMATOUAHbIV apTPUT
-CUCTEMHAs KpacHas BosHaHka
-capkouao3s

4. IHdekunmn
-NenTocnmpos
-XenTtas nuxopagka
-Manspus
-60ne3Hb NNIerMoHepPoB
-cerncuc

-BUPYCHbIE renaTtuTbl

5. UnpkynatopHble HapyLleHns
-LLIOK
-cepaeyHasa HegoCTaTO4YHOCTb
6. IHTOoKCHMKauMn
-rmneptepmMus
-MWUKOTOKCUHbI
-3MEenHbIN a1,
-XUMKnyeckmne
-TeTpaxaopua yrnepoaa
-cynbdat meau
-XpPOM, CBUHELL,
-MEeTaHOJ, TPUXI0P3TUNEH
-9HO0TOKCUHbI
7. MeoykamMeHThl
-rajsiotaH
-cynbdaHnnamugpl
-napaweTamon
-TeTpauuKINHbI
-UnpoHmnasng,
8. Onyxonu
-rmnepHedpoma
-mMeTacTasbl
9. 9kcnepuMeHTanbHas Moaesb
-HeJ0CTaTOYHOCTb XONIMHA

'PC 1 Tuna yacto BcTpeyvaetcsa npu LN ankoronb-
HOW 3TUOJIOr N C OCTPLIM aIKOrOflbHbIM FenaTUTOM,
dYNbMUHAHTHON MEYEHOYHOM HEAOCTATOYHOCTbLIO, a
Takke nNpu AeKoMMneHcaunuy uMpposa Apyrov aTmo-
norvn. B nonosuHe cnyyaes cumntomel FPC 1 Tvna
pPasBMBAOTCS CAOHTaHHO, B 15-30% npwu Hannuum
CMOHTaHHOro GakTepuanbHoro neputoHuta (CbBI),
10-15% — nocne napaveHTesa C 3Bakyalmen 3Ha4m-
TENbHOro KOJIMYECTBA XMOKOCTU 6e3 COOTBETCTBY-
IoWEN KOMMeHcaumn anbbyMMHOM, a Takxke nocine
anmM3oa Xenyago4yHO-KULIEYHOr0 KPOBOTEYEHUS U
onepatmBHOro BMewartenscrtea. [porHo3NPC 1Tuna
[OCTaTO4YHO CEPbE3HBIN, CMEPTHOCTL B TeYEHME 2-X
Hegenb gocturaet 80% [17].

IMpu 2-m Tvine 'PC HabntogaeTcs NocTeneHHoe B
TEeYEeHME HECKOJIbKMX MECSLIEB CHMXKEHME DYHKLNMN
NnoYyek, YTO MPOSABISETCH NOBbLILLEHNEM CbIBOPOTOY-
HOro kpeatuHuHa ot 1,5 go 2,5 mr/an. OcHoOBHOM
KMHuYecknn cuHgpom npu NPC 2 Tuna — pedpak-
TEPHbIN acumnT. NMPOrHO3 HECKONbKO nydlle, 4em y
6onbHbIX ¢ TPC 1 TMNa, HO XyXe, 4eM B 00OLLen Nony-
naumm 6onbHbIX LI ¢ acumtom [4].

Jleuenue rPC

TepaneBTn4eCckne BO3MOXHOCTM nedenma PC
OrpaHvyeHbl B CBA3W C NoTepen GyHKUUN OBYX XN3-
HEHHO BaXHbIX OpPraHoB, nevyeHn n no4vek. Vigeans-
HOM MULLEHBIO AN Tepanuu SIBASIETCS yaydlleHne
QYHKUMM MEeYeHn, NOCKOJIbKY 3HA4YUTENIbHOE BOC-
CTaHOB/IEHVE MOPAXEHHOW NeYyeHn Bcerga npuBo-
aouT K obpatHomy passutuio MPC. Jaxe ecnu nme-
€TCS XOTb MaJIENLLNIA LLAHC BOCCTAHOBUTb OYHKLINIO
ne4yeHn NOocpeacTsom: 1) oNTUMAasNbHOrO NUTaAHUS;
2) 3aMecTuUTeNbHOW Tepanun (MynbTUBUTaMUHAMN,

MUKPOSNIEMEHTAMMW, aMUHOKUCNOTaMu C Pa3BETB-
JIEHHOW LLeNbto, 3CCEHUManbHbIMM pochonmnuaamMmm
M T.40.) 1 3) nogaepXuneaioLLLer nporpaMmmbl (CHMXe-
HUE 3HOOTOKCUHEMUN C MOMOLLIO NAKTYN03bl, BAV-
SIHME Ha CMHTE3 MOYEBVHbI OPHUTUH acrapTaToM U
T.0.), @ TaKke OpYyrux MeponpuaTuin, OH onpasgaH B
TSKENbIX Cllyqasax 3abonesaHus.

TepaneBTtunyeckada Taktnka npmn MPC 1-ro n 2-ro
TUMNOB MOXET CYLLLECTBEHHO OTNINYaTbLCS BBUAY pas-
NNYMIA B MATOreHese, NPOrHO3e 1 B TSXKECTU KITMHU-
4YeCKMX NPOSIBIIEHUN.

JleyeHue N'PC 1-ro tTuna

Ba30KOHCTPUKTOPLI 1 anb0yMuyH. Ypes3BblHariHo
nencTeeHHbIM npu nevyeHum NPC 1-ro Tuna asnset-
Cs1 B/B BBEAEHME BAa30OKOHCTPUKTOPOB (Ba3onpeccu-
Ha, OPHUMPECCUHa, TEPUMNPECCHMHA, HOpaapeHa-
NMHA) UM KOMOUHaLUMS NepopasbHOr0 MMaoAPUHA
(a-aroHmucra) u B/B nnu n/K BBeAEHUS OKTpeoTmaa
(CMHTETMYECKUIN aHaIor cCoMaTocTaTnHa) B TeHEHUE
1-3 Hepenb. Mo gaHHbIM ppaHLLy3CKOro peTpocnek-
TUBHOroO uccnegoBaHusa y 99 nauyeHToB ¢ 1-m Tu-
nom PC, nonyyaBlinx Tepanuio TEPNMPECCUHOM
(Bce) n anbbymmHom (70%) B 58% cnyyaeB Habno-
[asnocb ynydleHne noyevyHor @yHKLun, a BbiXKMBa-
emocTb cocTtasuna 40% k nepsomy mecsiny 1 22% k
TpeTbemy mecsuy [36]. 13-Tm naumeHTamMm ynanochb
MPOBECTU TPaHcnIaHTauuo neyvenHu (TM).

B ABYX NMMAOTHBIX nCccnenoBaHusax Oblno Nokasa-
HO, 4TO obpaTtHoe pa3suTtue 1-ro Tmna NPC B rpyn-
ne naLuMeHTOB, MNOy4aBLUNX TOSIbKO TEPNNPECCUH,
ObI10 3HAYNTENBHO HMXE, YEM B IPyMne nauneHToB,
NoJsty4aBLLIMX KOMOUHALMIO TEPNIMNPECCUHA C anbby-
MuHOM [13,15]. MNMonaratoT, 4TO NONOXUTENbHbIN 3¢-
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dekT anbbyMmnHa CcBs3aH He TOJIbKO C ero cnocob-
HoCTbio noBbiwaTe OLK, HO Takke C ero npsiMbiM
BA30KOHCTPUKTOPHbLIM AENCTBMEM.

HepnaBHO 3aBepLUIMINCL PaHOOMU3NPOBAHHbIE
KOHTPOIMPYEMbIE NCCNEOOBAHUS, CPABHMBLLNE (-
(dEKTUBHOCTb MCMNOJIb30BaHUS anbbyMuHa 1 anboy-
MWUHA C TEPAUMPECCUHOM MNPU JIe4eHUN BOJSbHbIX
¢ N'PC 1-ro tuna. NMpuMeHeHne TepnmnpeccuHa um
anbbymuHa cnocobcTBOBasioO 06pPaTHOMY pas3Bu-
Tnio F'PC 1-ro Tvna B 44% cny4aeB, UCMNOJIb30BaHME
TOSIbKO anbbymuHa - B 9% (p=0,017) [34]. B apy-
roM UccriegoBaHUM Npyv KOMOMHUPOBAHHOW Tepa-
nuM TepnmnpeccuHoM n anbObymMnHOM obpaTtHoe
passutme N'PC 1-ro Tmna Habnoganock y 34%, npu
neyeHnn anbbymMmHoM n nnauebo- y 13% B60sbHbIX
(p=0,008) [43].

BbpkBaeMocTb O0MbHBIX 4epe3 3 mecsaua Mo
pesyfabrataMm MNepBOro MccliegoBaHUst coCTaBnsna
27% v 19%, BTOpPOro uccnenosaHus — 48% B 0benx
rpynnax. HezaBncmmbiMmu pakTtopamm, onpeaensto-
LWMMWN BbKMBAEMOCTb, IBUINCb peakumsa Ha nede-
Hue, CTeNeHb U CTagus uMppo3a no knaccudurkaumm
MELD < 27 (p=0,003 n p=0,002 cooTBETCTBEHHO)
[34, 43].

Takum 06pa3omM, Ba30KOHCTPUKTOPbI B coYeTa-
HUK C B/B BBEAEHMEM aNlbOyMKMHA MOTYT ObITb PEKO-
MeHpaoBaHbl anga nedexmsa NPC 1-ro tuna.

JaHHble HeBONbLUMX PAHAOMU3UPOBAHHbLIX KOH-
TPONMPYEMbBIX UCCNEn0BaHNM NaumeHToB ¢ 1-Mm 1
2-m Tunom NPC nokazanu, 4To He MeHee addek-
TUBHbIM 1 6e30MacHbIM Ba30KOHCTPUKTOPOM, YEM
TepnUnpeccuH aBnseTcs HopaapeHanuH [2]. OoHa-
KO, MOCKOJIbKY HakonfeH ropas3no bonee 6Goratbiid
OMNbIT MCMNOJIb30BAHUSA TEPINMPECCUHA, MMEHHO OH
[omkeH ObITb PACCMOTPEH B KayecTBe npenapara
BblOOpa ans neverHns NPC 1-ro tuna.

[osa TepnamnpeccnHa gomkHa NOCTEMEHHO MO-
BblLLaTbCs, Ha4YMHasa ¢ 0,5 0o 1 Mr kaxagple 4-6 4acos.
Ecnn ypoBeHb KpeaTuHMHA He CHuxaeTcs bonee
yeM Ha 30% B TeueHue 3-x gHen, no3a AomkKHa ObiTb
yoBoeHa. MakcumarnbHasa gosa TepaunpeccuHa He
onpeneneHa, ogHako nonarakoT, YTO eCAn NauneHT
He OTBETMN Ha 03y 12 Mr B AEHb, TO JalbHeNLee
yBenmyeHne no3bl 6ecrnonesHo. BeeneHne anbby-
MMHa Ha4YMHalT € 003bl 1 r/Kr maccel Tena, AOBO-
ns 0o no3bl 20-40 r/oeHb. PekomeHnayeTcs Takxe
NPOBOAUTL NapannesibHoe MoHnTopuposaHue LIB/.
JleyeHne nauneHToB, OTBETMBLUMX Ha Tepanuio,
OOJIKHO NpOoJoaKaTbCs 40 TEX NOP, MNOKa He HoOpMa-
Nn3yeTcs YpoBeHb kpeaTuHuHa (<1,5 mr/on).

Cuctema MAPC (anbbymuHonocpenoBaHHasi
remounabTpayms). boinn onybnvKoBaHbl pPe3ysib-
TaTbl TPEX MUIOTHLIX NCCNEeOOBaHNN, LENbIO KOTO-
pbIX ObIIO OLEHUTb BAUSIHNE MPUMEHEHUSI CUCTEMBbI
MAPC Ha Teyenmne 'PC 1-ro tuna [9, 27, 35]. MNoc-
KOJIbKY NpW NPOBEAEHNM 3TOr0 BUaa remodunsrpa-
umMn He uamepsanace CK®, onpenenutb oencreme
MAPC Ha noyeuHyo GyHKLMIO ObII0 HEBO3MOXHO.
CHMUXeHne KOHLEHTpaumn KpeaTuHmHa, Habnoaas-
Leecs BO BCEX Cllydasix, MOrno ObiTb 00YC/IOB/IEHO
avanmszom. OgHako 6blm 0BbHapyXXeHbl O4EBUAOHbLIE
nonoXxmTenbHble 3P dEKTbl HA CUCTEMHYIO remMoamn-
HaMUKy N TEYEHMEe MNevYeHO4YHOW 3HuedanonaTmnu.
BbkrMBaeMOCTb NOCNEe NepBOro U rnocnie TPeTbero
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mMecsiua tepanun MAPC coctaeuna 41% wn 34% co-
OTBETCTBEHHO.

TpaHCBLIOrysipPHOE BHYTPUNEHYEHOYHOE [10PTO-
cuctemHoe LyHTupoBaHue (TIPS). Pe3ynbrathl
npoeeneHus TIPS npu 1-m Tnne MPC 6binu oueHe-
Hbl B TPEX MUIIOTHBLIX UCccnegoBaHusx [7, 24, 52]. B
nepsomMm uccnegoBaHmn TIPS 6bino nposeneHo 14
nauneHtam ¢ NPC 1-ro TvMna, KOTOpbIM He Morna
ObITb NpoBeneHa TI [7]. Mpu 3TOM yCTaHOBJEHO,
410 3-X, 6-T N 12-TN Mecs4YHas BbIXXKMBAEMOCTb CO-
ctaBuna 64%, 50% n 20% cooTBeTCTBEHHO. BO BTO-
poM uccnenoBaHmn y 7 nauyeHtoB ¢ 1 tunom MPC
OTMEYaNioCb 3HAYUTENIbBHOE CHUXEHME YPOBHS Cbl-
BOPOTOYHOI0 KpeaTuHMHA Yy LWeCcTn 1 obpaTHoe pas-
Butne NPC y yeTbipex naumeHToB [24]. Y natepbix
pas3BWICA 3NM304 MNEeYeHOYHON 3IHuedanonaTum.
[Mocne nepBoro mMecsua BbKWAM NATb NAUMEHTOB,
nocne 3-x MecsLUeB TONbKO ABOe. TpeTbe Xe uc-
cnepoBaHne BkNoYMAo 14 naumeHToB € 1-M TUNom
'PC, nonyuuBLUMX Tepannio BAa3OKOHCTPUKTOpaMu r
anbbymuHoMm [52]. N3 pecatn naumMeHToB, Y KOTOPbIX
Habnoganocb obpaTtHoe passutne NPC, narepbim
Obino npoeeaeHo TIPS. Bo Bcex cnyyasax Habnona-
nocb BoccTaHoBneHne CK®, naupeHTbl B TeyeHue
nocnegytowmx 6-30 mecsaueB Obln XMBbI. Taknm
obpazom, TIPS, aensawouieecs apPeKTUBHbIM Me-
TOAOM HOpManu3aumm CbiIBOPOTOYHOIO KpeaTUHMHA
y naumeHToB ¢ LI wn Taxenon azotemMmen, MOXHO
paccmaTpuBaTh Kak anbTepHaTBY NPMMEHEHNIO Ba-
30KoHCTpUKTOopoB npu NPC 1-ro Tnna.

OprtoTtonuyeckas TpaHcrnaHTaums nedeHu. TI1
ABNSIETCS Tepanuen Bbibopa s BCEX MaLUMEHTOB C
TSXENbIM LMPPO30M, B TOM YUCNEe U ONg TeX, Yy KO-
Topbix passunca NPC. HeobxogmMmMo NMOMHUTbL, 4TO
cpasy nocne TpaHcnaaHTauym MoxeT HaboaaTbCs
JanbHenLwee HapacTaHne oUCOYHKLNU MOYEK Y MHO-
MM NauyeHTam MOXeT NoHagobuTbCs NpoBeaeHme
remoananm3aa (35% naumeHtam ¢ N'PC 1 5% naumneH-
Tam 6e3 Hero) [20]. OgHako 4Yepes 48-96 yacos noc-
ne onepaumm CK® HaumHaeT pacTtu, gocturas Kk 1-2
Mecsuy ypoBHsa 30-40 mn/mMuH. lfemogmnHammnyeckme
1N HEMPOryMOopasbHbl€ CABUIMN, aCCOLMMNPOBAHHBLIE C
'PC, npoxoasaT B Ted4eHne 1-ro mecsiua nocne one-
pauumn, 1 y NauMeHTOB BOCCTAHABMBAETCS HOP-
MasibHasa 3KCKpeuust HaTpusa 1 Boabl. HECOMHEHHO,
y naumeHToB ¢ 'PC, nepeHecwuux T, pasBuBaeTcs
OonblLUe OCI0XHEHM B MocieonepaumoHHOM nepm-
ofOe, OHM NpoBOAAT Oosblle AHEN B O/IOKe MHTEH-
CMBHOW Tepanum, 0is HAX xapakTepHa 6oee BbICO-
Kasi BHyTPUOONbHNYHAsS CMEPTHOCTb MPU CPaBHEHUM
¢ naumeHtamm 6e3 N'PC. OgHako 3-x NeTHNAS BbIXN-
BAeMOCTb Y 3TUX BOJIbHbIX COCTaBASET 0KO0 60%,
4YTO HE HAMHOIO MeHbLLIe, YeM Yy naumeHTos 6e3 NPC
(70-80%) [19].

OcHoBHOM npobnemoii nposeaeHus Tl nauneH-
Tam ¢ 1-m Tmnom M'PC gaBnseTcs 10, YTO B CBSA3U C
BbICOKON CMEPTHOCTbIO OOMbLUMHCTBO MNaUVEHTOB
He OOXMBAOT 40 9TOM NpoLueaypbl, HECMOTPS Ha TO,
4yTO JaHHasa kateropusi 60JIbHbIX HAXOAUTCH B Mep-
BOV CTPOKe NnucTta oxXxuaaHua ang nposeneHua TI1.
OpgHako pekomMeHOoBaHHOE B MOCMeOHME roabl ak-
TUBHOE NevyeHne anbOYMMHOM U Ba30KOHCTPUKTO-
pamMu 3HAYNTENbHO MOBLILLAET BbIXKNBAEMOCTb 3TUX
nayneHToB, YTO NO3BOMISET NpoBecTn um TI1.
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JleueHumne M'PC 2-ro tuna

MaumeHTam 2-ro Tuna N'PC B 60NbLUNHCTBE CNy-
yaeB MOXeT ObITb npoBegeHa TI. OCHOBHOM NpPoO-
6nemoi npu neveHunun NPC 2-ro Tnna sensetcs ped-
pakTepPHbIA aCLUT.

Ba3okoHCTpUKTOPLI 1 anbbymyH. B HacTosLee
BPEMSI HET SICHOro npecTaBieHns O poau Baso-
KOHCTpukTOpOB B Tepanun NPC 2-ro tmna. B nu-
JNIOTHBIX UCCNeaoBaHMAX Oblna nokasaHa apdexkTrB-
HOCTb COYeTaHUs TepamnnpeccuHa 1 anbbyMmmnHa ons
neyerus 2-ro tuna MPC. B GonblMHCTBE Clly4aeB
npuv NpekpaLLeHnn Tepanum oTMedanock obpaTtHoe
pa3sutmne cuHgpoma [48]. CumutaeTcs, 4TO UMEHHO
Takas BblICOKasi HacToTa 3nNn3040B NOBTOPHOIO pas-
Butna NPC 2-ro tvna genaet npuMeHeHue Ba3o-
KOHCTPUKTOPOB Npu aT1oM TMne 'PC meHee adpdek-
TUBHbIM, 4em npu N'PC 1-ro Tnna.

TIPS. Bbino NnpoBeneHoO BCEro ABa MMIOTHbIX UC-
CcnefoBaHus, OUEHMBLUMX 3HaYeHne TIPS B nevyeHnn
mmeHHo MPC 2-ro tuna [3, 7]. Oba nccnepoBaHus
NPOOEMOHCTPUPOBANN CHUXEHME YPOBHS KpeaTu-
HVHA, MOBLILIEHVE KIMPEHCa KpeaTuMHWHA, a Tak-
X€ 3HAYUTENbHOE YNydlleHMEe B KOHTPOsEe acumta
y 60/bLUMHCTBA MauMeHToB npu npumeHeHun TIPS.
OpHako HeOCTaTOYHOE KOSIMYECTBO AaHHbIX 06 OC-
JIOXKHEHUSX U BbDKMBAEMOCTU MPU UCMOIb30BAHNMN
3TOro MeToda Tepanuu noka He MO3BONSET Peko-
MEHOOBATb €ro K LWMPOKOMY MPUMEHEHUIO ON4 fe-
yeHusa pedpaktepHoro acumta n NPC 2-ro Tmna.

Mpodunaktuka rPC

MpodunakTmnyeckne meponpuatmnsa npu NPC aB-
NAITCS XXM3HEHHOBaXHbIMU. Hago MOMHUTL, 4TO
y 605bHbIX ¢ LI 4ypesBbiyaiHO 4yBCTBUTENEH BOA-
HbIi 6anaHc. MpuynHon MPC B 60NbLUMHCTBE Cryyae
SIBNSIETCA ATPOreHHOEe BMeLlaTeNbCTBO B BOOHbIN
OanaHc (arpeccuBHas Tepanus auvypeTukamu, He-
npaBuIbHOE YyAaNneHne acuUTUYECKON XUAKOCTU,
ype3MepHoe orpaHuyeHme xmakocTtu). Heobxoamn-
MO n3beraTb NprMemMa IeKapCTBEHHbIX CPEACTB, KO-
TOpble yXyawaloT QYHKUMIO NoYeK (aMUHOMTIMKO3U-
abl, HMBI1), n BCcex MeponpuaTuin, KOTopble MOryT
npueecTtn K cHmxeHnio OLK. Mpwu nevyeHnn acumnta
TpebyeTcs pa3yMHOE UCMOJb30BaHNE ANYPETUKOB.
Heobxoaumo NOMHUTbL, 4TO NPNBAN3nTenbHO B 20%
CnyyaeB ONYPETUKM MOFYT MHOYLMPOBATb MOBPEX-
neHue no4vek y 6onbHbix LM ¢ acuytom. Kpome Toro,
pekomMmeHayeTcst ncnonb3oBaHne 20% anbbymuHa
(1-1,5r/kr) 1-3 gHA v Nocne 3Ha4YNTENbHOrO Napa-
ueHTesa (8 r anbbymMunHa Ha 1 N acuMTUYECKOW XNJ-
KocTn). Meponpusatns no NpodunakTuKe N 1e4eHmo
MEYEHOYHOW SHUedanonaTum TakkKe 3HAYUTESbHO
YMEHBbLUAIOT PUCK BO3HMKHOBeHUS TPC [18, 45].

B 0OOHOM KOHTPOAMPYEMOM PaHAOMU3NPOBAH-
HOM nccnefoBaHun naumenTam ¢ UM nposogmnacs
nepsuyHaa npodpunaktmka CBI1, Hanbonee 4acto
npuBosiwero k passutuio NPC 1-ro Tuna anutens-
HbIM MepopasbHbLIM MPUEMOM HopdokcauuHa [14].
OTMeYEeHO 3HAYUTENBHOE CHUXEHME BEPOATHOCTU
passutusa CBI1 (7% npoTtmB 61% npu npueme nna-
ue6o) n NrPC 1-ro tnuna (28% npotne 41%) B Teye-
Hue roga. B Tom xe nccnegoBaHun npu passuTmn
CbI1 nauyieHTam B/B BBOAMNCS anbbymMuH B no3e 1,5
Mr/Kr B A€Hb NOCTAHOBKW guarHo3a u 1 r/kr yepes
48 yacoB, 1 Wb B OOHOM cny4dae passuicsa PC

1-ro Tvna, accoumnpoBaHHbii ¢ CBIT.

MHTepec npencraBnsiioT pesdynbraTbl UCCNeno-
BaHUSl, B KOTOPOM MauUMEHTaM C TSXKENbIM OCTPbIM
aIKOrOJIbHbIM FENATUTOM C MPOrHOCTUYECKUM MOKa-
3atenem Manapes>32 Ha3Havancs MHrMoUTop ¢ak-
TOpa HEKpPO3a OMyxonn MEHTOKCUPWINVH (B O03e
400 Mr B A€Hb), YTO NPMBENIO K CHMXKEHWNIO YaCTOTbI
BO3HUKHOBeHNA PC (8% B rpynne neHTokcndunnm-
Ha NpoTuB 35% B rpynne nnauebdo) n BHyTprubOb-
HUYHOM cmepTHOCTU (24% npoTuB 46% cooTBETC-
TBEHHO) [1].

Takum 06pa3oM, NpoBeAeHNE afeKBaTHbLIX NPO-
dUNakTNYeckMx MeponpuaTuii Npu Hannyum nato-
NIOrnn NMeYeHN N COCTOSTHWUIA, npeapacnonaratomx
K passutuio N'PC, MOXeT 3Ha4YNTENIbHO CHU3UTb Yac-
TOTY Pa3BUTUSA STOIO TSXKENOrO OC/TIOXKHEHUS.
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