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K OCHOBHbIM TUMOBbLIM GopMaM NaTONOTUU MEYEHU Y
[eTen OTHOCAT NeYeHOYHYI0O HeJOCTaTOYHOCTb, MEYEHOYHYIO
KOMYy, XeNnTyxy, Xonemuto, axonuto, xonenutnas [1, 2]. B neT-
CKOM BO3pacTe Haubonee 4acto ANarHOCTUPYIOTCH KENTYXH,
OVCKMHE3UU }KENYEBbIBOAALMX MNYTEN, XKeNYHOKameHHas
601€e3Hb, XPOHUYECKNe renaTutbl (B OCHOBHOM BUPYCHOIO
reHesa), LMppo3bl nevyeHun [1-4].

B Hopme neyeHb — OMH U3 OCHOBHbIX OpraHoB, obecne-
YynBatoLmMx romeocras opraHuama (puc. 1). lMospexaeHue
neYyeHu pasIMYHOro xapaKkrtepa MOXET MPUBECTU K ee Hello-
CTaTO4YHOCTH.

NEYEHOYHASA HEAOCTATOYHOCTb

[NMeyeHo4yHaa HepoctaTo4HOoCTb (MH) XxapakTepusyetcs
CTOMKUM CHUMEHWEM WAM MOMHLIM BbiNaAEHWEM OAHOW,
HECKOJIbKMUX MM BCEX PYHKLMK MEYEeHU, 4YTO NPUBOAUT K
HapYLLIEHWIO XU3HEAEeATENbHOCTM OpraHn3ma.

PaznunyHblie GopmMbl NATONOMMKM NEYEHN MOTYT ObITb OXa-
paKTepM30BaHbl COMMacCHO KPUTEPUAM HEAOCTAaTOYHOCTH

dYHKUMI neYveHn (NeYyeHoYHast HeJoCTaTOYHOCTb, BKtOYas
NevyeHOoYHY0 KOMY) U/UNK cUHApPOMa Kentyxu [1, 2].

Buabl ne4eHO4YHOM HeJOCTaTOYHOCTHU
o pasnuMyHbIM KpuTepuam (MacliTab NoBpeXKaeHus,
NPOWCXOX/AEHNE, CKOPOCTb BO3HUKHOBEHMS, 06PAaTUMOCTb
NnoBpeXAeHUIN) BblAeNsaoT HECKOIbKO BMAOB MH (puc. 2).
o npoucxoxgeHuio NMH BbiAensatoT Ase ee GOpPMbI:
®  EeYEHOYHO-KNETOYHYIO (CUH. NEYEHOYHYIO), KaK pe3yib-
TaT NePBMYHOIO NOBPEXKAEHMS renaTtoLumMToB 1 HegocTa-
TOYHOCTU UX QYHKLNHK;
® LIYHTOBYIO (0GX0OAHY0), 06YCNOBIEHHYIO HApYLIEHNEM B
neyeHn TOKa KPOBM U B CBSA3M C 3TUM ee cOpocom
(MMHYS MeYyeHb) Mo aHacToMo3aM (MOPTOKaBasbHbIM U
KaBOKaBa/lbHbIM) B 00LLMI KPOBOTOK [1, 2].
o ckopocTH BOBHMKHOBEHUS M pa3BuTus anddepeHLn-
pytoT Tpu BapuaHTa MH:
®  MOJIHUEHOCHYIO, UK DYybMUHAHTHYIO (Pa3BMBaETCs B
TeYeHWe HECKOMbKMX 4acoB);

*  Tpu HanucaHWM HacTOSLLEN NNEKLMUM UCMONb30BaHbl dparMeHTbl COGCTBEHHOIO TEKCTa, BNepBble ony6nMKoBaHHble B paboTax [1] 1 [2].
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Puc. 1. YyacTve neyeHu B npoLeccax romeocTtasa opraHmama [2]
Fig. 1. Liver participation in the body's homeostasis [2]
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Puc. 2. Buabl ne4eHo4YHom HegoctatoqHoCTH [2]
Fig. 2. Types of liver failure [2]
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® OCTpylO (Pa3BMBAETCS B TEYEHME HECKOJSIbKMUX CYTOK);

®  XPOHMYECKyl0 (POpMUpYyeTCH B TEYEHUE HECKONbKMUX
Hepenb, Mecsaues unu net) [1, 2].

o o6patumocTn noBpexaeHus renatoymtoB [MH noa-
pasgensior:

e Ha ob6paTumyto (HabnlogaeTcs Npu npexkpaweHut BO3-
[eNCTBUSA MaTOreHHOro areHta W ycTpaHeHuu nocnen-
CTBWM 3TOro BO3AENCTBUS);

e HeobpaTUMylO (MPOrpeccupytoLLyto), pa3BuBaloLLyocs B
peadynbrate NpOoAOC/KAKWErocs BAUAHWUS MPUYUHHOIO
daKTopa “/Unn HeyCcTpaHMMOCTMU NaTOreHHbIX U3MeHe-
HWI, BbI3BaHHbIX MM: Takasa ¢dopma lNH Hepenko npuso-
OWT K rnbenu nauunenTa [1, 2].

MpUYnHBI NE4EeHOYHON HeJOCTaTOYHOCTH
MpuyunHbl pazsutusa MH MoryT 6biTb ABYX KaTeropum:
® e4yeHOYHbIMW (renaTtoreHHbIMKU, K KOTOPbIM OTHOCHAT
naToNorMyecKkmne npoLecchbl n/Mn1m BO3AENCTBUSA, MPSIMO
noBpexaatowmne KNeTK1 NeYeHn);
® BHene4yeHoYHbIMW (HerenaToreHHbIMK, KOTOPbIMU SIBNSA-
I0TCS MaTONIOrMYecKne NpoLecesl, NpoTeKatowme 3a npe-
[lenamu nevyeHu, Ho BTOPMYHO NOBpeEXKJatloLIne ee).
MpuynHbl 06enNX KaTeropuin HeaOCTaTOYHOCTU NpuBeae-
Hbl Ha puc. 3.
Anctpodumn n gereHepatuBHble U3MEHEHHUS B N€4YE€HU
Hambonee 4YacTo pa3BMBalOTCA NO4 AEMCTBUEM XMMUYECKUX

BELLECTB: Hanpumep, aHTMOMOTMKOB, cynbdaHuNaMuaos,
HaPKOTMKOB; MPOMbILWEHHbIX 940B (6€H30/1a, YETbIPEXXI0-
pPUCTOro yrnepoaa, MeTaHosna, HUTPOKPACOK), BbITOBbIX A10B
(aTaHONa M gpyrux CNUpTOB), a TaKKe BCAeACTBUE oTpaBhe-
HUM rpubamu [1, 2, 5].

lFenaTtnTbl Yallle BCEro BO3HMKAIOT B pe3ysibTate BUpYC-
HOM WMHOEKLMN WAU MHTOKCMKaALMKM PasfiM4HOro mnpowc-
XOXAEHUS.

BupycHble renatutbl — rpynna NoanaTMON0rMYHbIX BUPYC-
HbIX MOPaXKEHWUN NEeYEHU C PA3NINYHBIMU MEXaHU3MaMK U NyTS-
MW nepegayn Bo3oyauTenen. BnepBble oTAeNnUTb MHOEKUMU-
OHHbIM FenaTUT OT MPOYMX MOPAMKEHUN MEYEHU MPEeaNoKu
BblAalowmncsa poccurickun tepanesT C.[1. BoTkuH (1888).
KnuHunko-mopdonornyeckas KapTMHa renatuTa XapaKrepu-
3yeTcsl MPeuMyLLeCcTBEHHbIM pa3BuTMeM aAnddy3HOro BoC-
nanuTenbHOro npouecca B NEYEeHOYHOW TKaHM C COOTBET-
CTBYIOWMMU aCTEHOBEreTaTUBHLIMU U OOLLETOKCUYECKMMMU
NPOSIBAEHUAMU, KENTYXOM, renatocrnjieHoMeraamen n psaom
BO3MOMHbIX BHEMEYEHOYHbIX MOPAXKEHUW (apTPUTbI, Y3ENKO-
Bble NepuapTepumnTbl, rnomepynoHedpuTbl U T.4.) [2—4].

[MpUYNHOM BUPYCHOrO MNOParKEHUS MEeYeHU MOryT ObiTb
BUPYCbl PasnnyHbIX rpynn (Hanpumep, BO30GYyAUTENb KENTON
NMXopagKku unv repnecsupycol). OgHaKo pa3BUTUE TAXENOro,
KNIMHUYECKM MaHW@ECTUPYIOLWLErO MOPaXKeHUa MNeYeHn npu
3TUX MHOEKLMAX MO0 HEMOCTOSIHHO, NGO BO3HWKAET Yy Nauu-
€HTOB C MMMyHoaednuuTamu. Bo3byantenamum Takon Gpopmbl
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 3. OCHOBHble NPUYMHbI N€YEHOYHOM HEeOCTaTOYHOCTH [2]
Fig. 3. The main causes of liver failure [2]
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renatuTa ABNSIOTCA BWUPYCbl Pa3fiMYHbIX TaKCOHOMWYECKMX
rpynn. Bcex nx otnMyaeT cnoco6HOCTb Bbi3blBaTb NpPenMyLLe-
CTBEHHO crneumndryeckme nopaxKeHmsa renatoumTon. B HacTo-
dllee Bpems BblaenstioT 7 TUNOB BO36yaUTENEN BUPYCHOMO
renatuta, 0603Ha4YaeMmblX 3arnaBHbIMKU NATUHCKUMU ByKBamMu
(cootBeTcTBEHHO OT A 10 G), 1 BUpYyC TTV [2-4].

CounanbHasi 3HA4YMMOCTb M IKOHOMMYECKUM YyLIEPO,
HaHOCUMMbI BUPYCHBIMKU renaTutamMu, O4eHb BbICOKM, HTO M
onpefensieT Mx NepBOCTENEHHOCTb A1S 34PaBOOXPaHEHUs
BCEX CTpaH Mupa. B yacTHoCTH, renatnutoM A exxerogHo 3a6o0-
nesatoT 6onee 1 MAH YeNOBEK, @ YACNO HOCUTeNen BUpyca
renaTtuta B npeBbiwaet 1 mapa [3, 4, 6].

MyTen nepenayn Bo36yauTens ABa — MapeHTepasbHblf
W 3HTepanbHbI [2—-4].

lNapeHTepasibHbIi BapuaHT XapaKTepeH ANs BUPYCHbIX
renatutoB B, C, D, G. OH peanuayeTcs nNpu poXKAeHUU aeTen
MaTepsMK, UHPULMPOBaAHHbIMK BUpycoMm renatuta B, C, D, G
(aHTeHaTanbHbIK U NepuHaTasbHbIW MyTb 3aparKeHUs aeten);
TpaHcdy3nn KPOBM M ee NpenapaToB, reMoanann3e, MHbek-
LMSX, onepaTMBHOM JIEYEHNN B TEYEHUE Npeablaylmx 6 Mec;
MONOBbIX KOHTAKTax C JIMLLOM, MHOULMPOBAHHLIM BMPYCOM
renatuta B, C, D; TecHOM ObITOBOM KOHTaKTe C 4/€HOM
cembu, MHPULUMpPOBaHHbLIM BUpycom renatuta B, C, D, G.

OHTepanbHbIN ((peKanbHO-0pabHbIM) MNyTb nepeaayin
(BUpycHble renatnthl A 1 E) peanuayetca MNpu KOHTaKTe
¢ 60/1bHbIM 3a 15-60 cyT 10 Havyana KIMHUYeCcKon maHude-
cTauuun 3a60o/1eBaHNs, NPOXKMUBAHUN B SMUAEMUONOTMYECKHU
Hebnaronony4Hom pavioHe. CBOMCTBEHEH TaKKe rpynnoBbiM
3aboneBaHuam ¢ GOPMUPOBAHUEM INULEMUYECKUX O4aroB
B lETCKMUX U MOJIOAENKHbIX KONNEKTUBAX.

Lnppo3bl ne4eHn — XPOHUYECKMU MpoTeKalolme naTto-
JIOTMYECKMe NPoLEecChl B MeYEHU, XxapaKTepumaytoLwmecs npo-
rPeCcCUpyoLIMM MOBPEXAEHUMEM M TMGEenbio renaTtoumuTos,
pa3BUTUEM W36bITKA COEAMHWUTENbHON TKaHu (dnbpo3oMm),
3amMellatowen napeHxmmy [2, 5]. MNposaBnaeTca HeaocTaTou-
HOCTbIO GYHKLIMI NEYEHU U HapyLLEHUEM KPOBOTOKA B HEW.

Haunbonee yacton NpuYMHOM LMppO3a Yy LeTen crnyxar
pasnuyHble 3aboneBaHus renaTtobuaMapHoW CUCTeMbl —
BUPYCHblE M ayTOMMMYHHbl€ renaTuTbl, TOKCMYECKNE Mopa-
KEHUS NevyeHn, bunmnapHas aTtpesus, rmnonnasnsg BHyTpune-
YEHOYHbIX }XENYHbIX MPOTOKOB, METABONNYECKNE HaPYLLEHMS
(neduunt anbda-1l-aHTUTPUNCKUHA, rEMOXPOMATO3, MMUKOre-
HoBas 60ne3Hb |V, ceMenHbIi BHYTPUNEYEHOYHbIN XonecTas,

nopdupun, MyKOBUCLIUAO03), MEPBUYHBLIN OUAMAPHBIA LUP-
pO3, NMEPBUYHbIN CKIEPO3UPYIOWMNIN XONaHIUT, NpaBoXeay-
[OYKOBas cephevyHas He4oCTaTO4HOCTb, afKOro/ibHoe nopa-
¥EeHWe nedveHun. Y geTen MOXKET BCTpevaTbCs BPOMKAEHHbIN
$n6p03 neyeHn y geten. OCHOBHbIM NPU3HAKOM 3TOro 3a6o-
neBaHua aBnseTcs 6ofee MM MeHee pacnpocTpaHeHHbIN
nopTanbHbIM GMOPO3, Halle BCEro KIMHUYECKU NPOoSBASETCS
nopTanbHON runepTeHsnen [2-4].

HapyweHuss KpoBooGpaLleHUss Hanbosnbluee naToreH-
HOe W K/IMHMYeCcKoe 3HayeHue MUMeloT MNpu nopTtanbHOM
rMNepTeH3nn passityHOro MPOUCXOXAEHUA — CTOMKOM
NoBbIWEHNN JaBNEHUSA B COCY[ax CUCTEMbl BOPOTHON BEHbI
Bbllle HOPMbI (Bbllle 6 MM PT. CT.) [2—-4].

Hanbonee 4acTbiMM NpUYNMHAMK Pa3BUTUS BHyTpUNeYe-
HOYHOM MOPTa/IbHOMN TMMNEPTEH3UU ABNSIOTCH LMPPO3 NEYEHH,
ee ONnyxo/nu, LWMCTOCOMO3, remoxpomMaTosd. lopTanbHas rm-
nepTeH3ns Haane4YeHo4YHoro reHesa obycsioBneHa 610Ka-
[0V MPUTOKa KPOBM MO MOpTaibHbIM cocyaam (Hanpumep,
B pe3ynbTaTe CAaBNEHNS, OKKIIO3WUW, aHEBPU3M, TPOMOO30B
CTBOJIa BOPOTHOM UM Cene3eHOYHOM BeHbI). [ogneyeHoyHas
nopTanbHas rMNEpPTEH3MS BbI3blBAETCA KaKUM-TM6o npe-
NATCTBMEM OTTOKY KPOBW OT MeYeHu (Hanpumep, npu KOH-
CTPUKTMBHOM NepuKapauTe B peaynbraTte KalbUuduKaunu
TKaHuM nepuKapga, npuv Tpomb603e, 3IMOONUKU, CAABNEHWUU
HUXHEN MONON BeHbl). ANUTENbHO TeKylaa nopranbHas ru-
nepTeH3ns HepeaKo MPUBOAMT K AUCTPODUM MevyeHun un ee
HeLoCTaTO4HOCTW. HapylweHus KpoBoobpalleHus LieHTpasb-
HOro, OpraHHO-TKAaHEBOr 0, B COCYAax MUKPOLIMPKYIATOPHOIO
pycna Haubosee 4acTto HabnhaloTcs nNpu Konnarce, LWokKe,
KoMe, cencuce, o6LIMPHbIX OXorax [2, 5, 6].

CyluecTBYET MHOXECTBO APYrMX MPUYMH BO3HWKHOBEHUSA
MH. K Hanbonee KNIMHUYECKM 3HA4YMMbIM OTHOCATCA [2, 5, 6]:
® Hacnegyemble MOpaXKeHUs NeyveHu (Hanpumep, ruKore-

HO3 Tuna IV nnn remoxpomartos);
® MapasuTapHble MHEKLMN (HanpuMep, WNCTOCOMO3, KI10-

HOPX03, ONUCTOPX03, dacLunones);
®  OMNyXONW NeYeHu;

e xonecras;
® [UMNOKCUSA Pas3/IMYHOro reHesa (Hanpumep, LMPKYNsaTop-

Hag nNpu cepaevyHoM HeLOCTaTO4YHOCTM, TKaHeBas Mnpu

MHTOKCUKaLMAx, cybcTpaTHaa npu caxapHom gnabete);
® XpOHMYyecKas novyeyHas HeAoCTaTO4HOCTb;
®  [UMNO-, AMCBUTAMWUHO3bI (Hanpumep, runoButaMmmHossl E, D, A);




® 3HAOKPUHOMATUM (HanpuMmep, TMMNOKOPTULIM3M, NaToso-
rMs napaluToBUAHBIX XKenes).

KnioueBble 3BeHbsl NaToreHe3a Ne4eHoO4YHOM

Heo0CTaTO4HOCTH

BosgenctBne dakTtopa, NoBpexaalolero renatoumThl,
GopMUpyeT pa3BETBNIEHHYIO CETb B3aMMO3aBUCUMbIX U B3a-
MMOMOTEHUMPYIOLWMX M3MEHEHWIN. Beaylwme 3BeHbs nartore-
Hesa [1H npefcrtaBneHsl Ha puc. 4.

MoanduKauma n/vnun OecTpyKkums nnasmosieMmbl, Apyrmux
MemMbpaH ¥ LUMTOCKeneTa renatoumMToB, pPasBUTUE MMMYHO-
NaToNorMyeckmx, BocnanmTeNbHblX, CBOGOAHOPAANKAIbHbIX
NpoLeccoB, akTMBaLMsa rMapona3 npuMBoasT K MaccMpoBaH-
HOMY paspyLlEHMIO KIIETOK MeYeHU, BbIXO4Y B UHTEPCTULIMH
X COAEPXMMOro, BK/OYAs MHOMOYUCAEHHbIE TUAPONUTH-
yeckne depmeHTbl. HasBaHHble daKTopbl AOMONHWUTENBHO
NOTEHLMPYIOT BOCMaAUTENbHblE, UMMYHOMATOIOTMYECKUE U
cBO6GOAHOpPaAMKanbHble peaKkuuu. 3TO, B CBOK O4epedb,
[enaeT NpoLecc nopaxkeHus NevyeHu ToTallbHbIM U Hapac-
TaloLWMM No cTenenu [2, 5].

MposBneHMA Nne4eHO4YHOM HeJ0CTaTOYHOCTH
lMH xapaKTepu3yeTcs TUMUYHBIMW PacCTpoMCTBaMu 06-
MeHa BeLLecTB U GYHKUMIW neyvenu [2, 6].

HapyweHus o6meHa BewecTs [2, 3, 6]
PaccTtporicTBa 06MeHa 6€/1KOB XapaKTepU3yoTCs:

1) HapylleHWeM cuHTe3a anbOyMUHOB renartouuTamu, 4To
nposiBnseTcs runoanbbymmHemunen (06ycnoBanBatoLLEN
pa3BUTME OTEKOB, a TaKxe cnocobecTyolwen Gopmu-
poBaHWIO acuuTa B YCNOBUSAX MOBbLIWEHHOrO AaBAEHWUS
KPOBU B COCyAax BOPOTHOM BEHbI) U AUCTIPOTEUHEMUEN;

2) TOPMOXeHUeM CcuHTe3a OefNKOB CUCTeMbl remocTasa
(NpOKOHBEPTUHA, npoakLenepuHa, bUbpuHOreHa, npo-
Tpomb6uHa, daktopoB Kpuctmaca u Crioapta [payapa,
aHTUKOAarynaHTHbIX 6enKoB C 1 S), NposaBASIoWMMCS T1No-
Koarynsiunen 6enKoB KpoBM, pa3BUTUEM reMopparnyecKo-
ro CMHAPOMa (KPOBOUINUSAHUS B TKAHU, KPOBOTEYEHWS);

3) CHWKeHnem 3PGdEKTUBHOCTU peaKkuuin ae3amMuMHMpOBa-
HWUS @aMUHOKMCIIOT, YTO NMPUBOAUT K YBENNYEHUIO B KPOBM
N MOYe COAEepPHKaHNA aMUHOKMUCIOT;

4) nopgaBneHMeM B renatoumuTax OPHUTUHOBOIO LMKNA CUH-
Te3a MOYEeBMHbl U3 TOKCUYHOrO AN OpraHu3Ma aMMu-
aKa, 4TO MNpPOSIBNAETCA MNOBbIWEHWEM KOHUEHTpauuu
aMMHuaKa B KPOBMH.

Puc. 4. O6uive 3BeHbsi NaToreHesa NevyeHo4Hon HeaoCcTaToYHOCTH [2]

Fig. 4. The main common links of liver failure pathogenesis [2]

PacctpoiicTBa 06MeHa AnnnAoB NPOSBASIOTCS:

1) HapyweHMEeM CUMHTE3a B NeYEHOYHbIX KJIETKax MMMnonpo-
TEMHOB HU3KOW W O4YEHb HW3KOW MNOTHOCTU (06naga-
IOWMX aTepOreHHbIMK apdeKTamMun), a TakKe NUnonpo-
TEWHOB BbICOKOW MJIOTHOCTU (OKa3blBalOWMX aHTMaTe-
pOreHHoe [encTBuEe), 4YTO HepeaKo COMpoBOXAaeTcH
pa3BUTUEM NUMUAHON AUCTPODUKU MeyYeHU (MPOBOTro
renartosa);

2) NOBblWEHWEM B Nna3mMe KPOBWU YPOBHSA XOnecTepuHa
(o6napatolLero NpoaTteporeHHbIM CBOMCTBOM).
PacctporictBa 06MeHa Yr1eBOAOB XapaKTepu3yloTcs

noAasJ/IEHUEM MPOLLECCOB MIMKOTeHe3a, CHUKeHMeM addek-

TUBHOCTU [NIMKOreHoNn3a, HapyleHnem o6pal3oBaHus Mio-

KO3bl. YKa3aHHble paccTponCcTBa NPOSBASIOTCH CHMXEHUEM

PE3UCTEHTHOCTM OpraHM3ma K Harpyske rfloKo30M — runo-

IMIMKEMUWEN HATOLLaK M TMNepriMkeM1Men BCKOpe nocne npu-

ema nuumn, oco6eHHOo yrneBogHOM.

PacctporictBa o6meHa BuTammHoB. INpwu MH pazsuBaltoT-
€Sl TMNO- U AUCBUTAMMUHO3bI:
® 33 CYeT HapyLleHWs BbICBOOOXKAEHWA U3 NPOLYKTOB NuTa-

HWUS M BCACblBaHUS B KULWEYHUKE MHMPOPACTBOPUMbBIX

ButamunHoB A, D, E, K;
® CHMXeHUa 3PpdEeKTMBHOCTH TpaHchopmaumm NpoBuUTa-

MWHOB B BWTaMMWHbl (Hanpumep, KapoTuHa B BUTa-

MWH A);
® TOPMOXEHUS 06pa30BaHUs KODEPMEHTOB M3 BUTAMMU-

HOB (Hanpumep, TMaMuHnNupodpocohaTa U3 BUTaM1Ha B,

GnaBMHMOHOHYKNEOTMAA M [AMHYKNeoTuaa M3 BUTaMU-

Ha B,, nupuaokcanb-5-docdara U3 BUTaMmUHa Bg, KO3H-

31MMa A U3 NaHTOTEHOBOW KUC/OTbI).

PacctporiictBa 06MeHa MUKPOIJIEMEHTOB, KaK MnpaBu-
10, MPOSIBASAIOTCA HapylWeHWEM COAEPKaHWUA B OpraHuame
TaKMX MUHEpasbHbIX BeLWECTB, KaK Xeneso, Mefb, XPOM.
Hanpumep, npyn HacneacTBEHHOW NaToONOrMM — remMoxpoma-
TO3e — B TKaHW NeYeHW HaKaniIuBaeTcs Xeneso, pa3BuBa-
I0TCS renatomeranus n umppos [2, 5].

HapyweHuns pyHKUMIH neyeHu
Mpu MH cywecTBEHHO CHMKAETCS AE3MHTOKCHMKaLIMOHHas
QyHKUMA neyeHn. B pesynbtate 3TOro B opraHn3me Hakan-
nuBatoTCs:
® 3HAOrEeHHble TOKCUHbI (O6pasylowmecs u/unnm Hakanin-
BaloWwMecs B KuLWevHUKe: GeHOobl, CKaToNbl, aMMUaK,
NyTPECLMH, KaJlaBEPUHbl U MaTOreHHbIE MNPOAYKTbI METa-
601M3Ma — HWU3KOMONEKYASPHbIE KUPHbIE KUCAOTHI,
cynbdaTMpoBaHHble aMUHOKUCAOTbI U Ap.);

| 3THonoruyeckne baxTopsbl |
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® 3K30reHHble SA0BUTbIe BellecTBa (Hanpumep, TOKCUHbI
rpM6éoB M MUKPOOOB; ALOXMMMKATbI; NleKapCTBEHHbIE

CpeacTBa).

HapyieHne aHTUMUKPOGHOH dyHKUMM rpu H xapakTte-
pu3yeTcs CHUXeHneM 3abdeKTUBHOCTM daroumntosa MUKPO-
opraHn3moB KneTkamu Kyndepa, TpaHcnopta MUMMYHOT106y-
JIMHa Knacca A B ef4b, rae OH OKa3blBaeT 6aKTepuocTaTy-
yecKoe 1 6aKTepuLnaHOE feicTBuE.

HapyweHune xenyeobpa3oBaHUs U Kel4yeBblfeneHUs
NPOSBNAETCH XKENTYXON, XONemuen, axonuven, aucnentuye-
CKMMMW paccTponcTBamu [2—4].

NEYEHO4YHASAl KOMA

®duHanom nporpeccupylolien ne4eHoYHoM HeaocTaTou-
HOCTU SIBNSIeTCA KOMa, KOoTopas xapaKTepusyeTcs noTepew
CO3HaHMWA, NoJaBNEeHUEM WM 3HAYUTEbHbIM CHUXEHWEM
BbIpaXEHHOCTU pedIEKCOB U PacCTPOMCTBAMMU KU3IHeLes -
TENbHOCTM OpraHM3ma (BKIoYas HapyLEeHWS AbIXaHWa U KPo-
BOOOGpalleHns), YpeBaTbiMU cMepTblo [2—-4].

Buabl ne4eHOYHO! KOMBbI
B 3aBMCMMOCTU OT MPUYUHBI BOSHUKHOBEHUSA MEYEHOY-

HOM KOMbl BbIAENSAOT ABE OCHOBHbIX €€ Pa3HOBUAHOCTH:

® [IYHTOBYIO (OOXOAHYIK) BCNEACTBME HapylweHus (BNIOTb
[0 MpeKpalleHUs) KpOBOTOKa MO MopTajbHbIM BeHam,
HanpuMmep Npu NopTaNbHOM FTMNEPTEH3UU, B CBA3M C YEM
TOKCUYECKME BellecTBa (M30bITOK NMPOAYKTOB HOpMalb-
HOro o6MeHa BeLLeCTB, HanpuMmep ammuaka, GeHonoB
WM CKaTO/OB; BellecTBa, 06pasyloliMecs B pesybrate
HapylleHns meTabonuama, Hanpumep NMNUAHble nepe-
KUCHblE COeAMHEHUS, PSS anbAerMaoB; 9K30reHHble coe-
[LWHEHUs, B HOpMe 06e3BpeXmBaloLmnecs renatoumtamu,
HanpuMep MeTaHof, NPOLYKTbl MeTabofiM3ma 3TaHona;
OTAENbHbIE NIEKAPCTBEHHblE CpefcTBa — LUMTOCTaTUKK,
rMMKO3KUabl) HE MHAKTUMBUPYIOTCS B renatouMTax U ocTa-
loTCs B 06LLIEM KPOBOTOKe. Takue BellecTBa MUHYIOT
neyeHb MO MNOPTOKaBa/JbHbIM aHAaCTOMO3aM M, HaXoAsCb
B LIMPKYIMpPYIOLWER KPOBM, OKa3blBalOT NoBpexaatoLliee
[leNCTBMe Ha TKaHu 1 opraHbl;

® [1apeHXMMaTo3Hyl0 (Ne4YeHOYHO-KIETOYHYIO) KOMY, NpU-
YMHOM KOTOPOW Hanbonee 4acTo SBNSETCA IHAOrEHHas
MHTOKCMKaLMS OpraHnM3Ma B CBSI3W C MOBPEXAEHUEM
N TMBEeNbio 3HAYUTENbHOM MacCbl NEYeHU (Hanpumep,
npv ee TpaBMe, HEKPO3e, yaaneHuu). B peaynsrate atoro
HapylwatoTcs Bce GyHKUMKM neyveHun. Hamnbonbluee nato-
reHHOe 3Ha4YeHne Npu 3TOM UMEET yTpaTa ee [e3UHTOK-
CUKaLMOHHOW QYHKLINN.

MaToreHes nNe4eHoOYHbIX KOM

OCHOBHble GaKTopbl NaToreHe3a NevyeHoYHbIX KoM npea-
CTaBJ/ieHbl Ha puc. 5.

K 4ncny obLymx Kio4eBbiX 3BEHLEB NaTtoreHe3a neveHouy-
HbIX KOM OTHOCAT [1, 2, 6]:

®  TUMOIIMKEMMUIO: ABNAETCA Pe3yNbTaToOM HapyLIeHUs Mn-
KoreHesa W rMWKOreHonn3a;

° auunao3s (MeTabonmMyecknit, Ha GUHaNbHbIX CTaaMAX KOMbI
MOTYT [AOMNOJIHUTENbHO pa3BMBATbCS PECNUPATOPHbIN
W BblAeNuUTEeNbHbIV aunaos);

e ucbanaHCc MOHOB B KNETKaX, MHTEPCTULMANbHON XKKUa-
KOCTW M B KPOBM (B KPOBW HapacTaeT [K*], B KneTkax —
[Na*], [Ca?*], [H*]);

® WHTOKCMKaLMIO OpraHn3mMa — 3HOOTOKCMHEMMIO (OCO-
6EeHHO NpoayKTamun 6eKOBOro U JIMMUAHOro MeTabonna-
Ma, a TaKKe HeENnpsMbIM GUANPYGUHOM, YTO 0GYC/TOB/IEHO
HapylleHneM ero TpaHchopMaLMK U KOHblOraumm ¢ -
KYPOHOBOW KWUCIOTOW);

® HapylleHWe LieHTpaNbHOM, OpraHHO-TKAHEBON U MUKPO-
reMoLMPKYNISLMKN KaK ceacTBUe cepaeyHon HegocTaTou-
HOCTW, UBMEHEHUS TOHYCa apTepuon, pa3BuTnsg GeHome-
Ha cnamxa;

® OJIMOPraHHyl HEeJOCTaTOYHOCTb: paHblle BCEro U Hau-
60see BblparKEHHO HapyllaTca PyHKUMKN cepaua, Abixa-
TEeNbHOr0 U CepaevyHO-cocyancToro LeHTpoB. MNocneaHee
MOXET NPUBECTU K CMELUaHHOM MMNOKCUK, NPeKpPaLLEHHMIO
cepievyHon AesaATeNlbHOCTH, AbIXaHWS U CMEePTH NauneHTa.

XKEJNTYXA

MHorve dopmMbl NaToNIOrMM NEYEHU HaAYMHAKTCS U/UNK
COMPOBOXKAAIOTCS KENTYXOM.

Hentyxa xapaKTepusyeTcs M36bITOYHLIM COAEPHKAHU-
€M B KPOBW M WHTEPCTULMANBHON XUAKOCTU KOMMOHEHTOB
enuu (BKIoYas XKenyHble MUrMEHTbI), @ TaKXKe KEeNTYLHbIM
OKpallMBaHUEM KOXMW, CAIN3UCTbIX 060/104eK 1 Mouu [1, 2].

PaszButre »entyxn o6ycnoBEHO PacCTPOMCTBaAMU XKef-
4yeobpas3oBaTebHON U XKeNn4YyeBblaennTenbHon GyHKLUKU ne-
YeHW. ITU paccTpoMCTBa MOrYT XapaKTepus3oBaTbCs pas-
BUTUEM CUHAPOMA XOJIEMUU, XONecTasa, axonnu, Men4yHoKa-
MeHHOM 60ne3Hu [1-4].

Bce BMAbl XKeNTyXx 06beAMHEHbl OAHUM MPU3HAKOM —
rmnepéunmpybnHeMmnen. IMeHHo OT Hee 3aBUCUT SPKOCTb
OKPaCKM KOXMK U CAU3UCTbIX 06O0NI0YEK: OT CBETN0-TMMOH-
HOM [10 OPaHXEeBO-XENTOW, 3e/1EHON UM ONIMBKOBO-XENTOM
(NOXEeNTeHWE KOXKU U CKNep HaYynHaeTcs Npu KOHLEHTpaLmm
6unupybuHa 6onee 26 mmonb/n) [2—4].

MeTtabonuam 6unnpybuHa npeactaBneH Ha puc. 6.

Buabl xxentyx

Mo atnonatoreHe3y AnbdepeHLMpPYIOT MeXaHUYeCKyto,
NnapeHXMMaTo3HYI0 U FTEMONIUTUHECKYIO XENTyXK [2—4].

HapylieHns o6MeHa KenyHbiXx MMrMEHTOB HabntoaatoTes
npu paccTponcTBax QGYHKUMM renatoumToB (pa3BuBaeTcs
napeHxnMmMaTo3Has ¥enTyxa), BHeNne4YeHo4YHblIx popmax narto-
nornn (Hanpumep, Npu BbIPaXKEHHOM reMOfiM3e 3PUTPO-
LMTOB BO3HWKAET reMONIUTUYECKAN XKeNTyxa), a TaKKe npu
HapyLleHaX OTTOKa Xe4u OT NneyeHu (pa3BuMBaeTcs mexa-
HUYecKas Kentyxa).

Puc. 5. OcHOBHble daKTopbl NaToreHe3a neYyeHo4YHbIX KOMaTO3HbIX COCTOSAHWUM [2]

Fig. 5. The main factors of hepatic coma pathogenesis [2]
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B o6wemM BMae BbIENSIOT ABE TPyMMbl XKeNTyx — neve-

HOYHblE U BHEMNeYeHo4Hble (puc. 7) [1-3]:

® MeYeHOYHbIe KEeNTyXMU (NeYeHOYHO-KNETOYHbIE, NapeHXK-
MaTO3Hble U 3H3MMOMNATUYECKME) BO3HMUKAIOT NpU nep-
BWMYHOM NOBPEKAEHUMN rENaTOLUTOB;

® HemneyeHoYHble XKENTyXM NEepPBMYHO He CBS3aHbl C Mo-
BpEXAEHWEM renatoumnToB; K HUM OTHOCAT reMonuTuye-
CKMe (HagneyeHO4YHble) U MexaHWYecKue (nogneyvyeHou-
Hble) enTtyxu [1, 4, 6].

Me4yeHO4YHO-K/1eTOYHbIE XKeNTyXu

MpuynHamm Ux MoryT 6biTb MHOEKLMOHHbIE U HEUMHDEK-
LIMOHHbIEe daKTopbl [2—4].

K MHpEeKUMOHHbIM npuYnuHaMm OTHOCHAT BMPYCbl, GaKTe-
puK, NNasMoauu, K HEMHQEKLMOHHbIM — OpraHM4yecKune
M HeopraHW4yecKue renaToTOKCMYECKWE BellecTBa (Hanpwu-
Mep, YETbIPEXXIOPUCTLIN Yrnepos, 3TaHON, NapaueTamon
W Ap.), renatoTporHble UMMYHOINO6GYUHbI, renaTounTOTOK-
cuyeckne NMMPoLnTbl U Makpodarm, HOBoOO6pPa30BaHMUSI.

levyeHoYHas »entyxa HOBOPOXAEHHbLIX MOXET BO3HM-
KaTb BCreAcTBUe HapyweHus GyHKUUOHanbHoOW andodeper-
LIMPOBKM NeyeHn. PasBuBatolasica npy aTom runepounmpy-
OMHEMUS BPEMEHHA U YMEPEHHO BblpakeHa. 3To COCTOsHME
Hepeako HabnhaeTcs Y HeJOHOWEHHbIX aeTen [2—4].

XapaKTep W BbIpaXKEHHOCTb HapyWeHUn YHKUMIA Mpu
NeYEeHOYHO-KIIETOYHbIX XeNTyxax 3aBUCAT OT CTEMNeHW allb-
TepaumMM M mMaccbl NOBPEXAEHHbIX renaTouuToB. B 3Hauu-
TeNIbHOM 4acCTu cliy4aeB NOBPEXAEHUe, Ha4YMHaACh C U3Me-
HEHWS CTPYKTYPbl KNETOYHbIX MeEMOpaH W/WavM noaasfieHus
aKTUBHOCTU GEpPMEHTOB, HapacTaeT U MOXEeT 3aBepLInTbCA
[EeCTPYKLMEN NeYeHOYHbIX KNeToK [2, 3, 5]. B nto6om cinyvae
NpU MNOBPEXAEHMN MNapeHXMMbl MevYeHU MNPOUCXoaAaT pac-
CTPOMCTBA Xen4yeobpas3oBaHMs U KelYeBbliBELEHMUS.

XapaKTep pacCTPOWCTB U CTEMNEHb UX BbIPaXEHHOCTH Ha
pasHbiX aTanax (CTagusx) naTtonorM4yecKoro npouecca (cne-
[0BaTeNbHO — BbIPAXEHHOCTU XKEeNTyxn) pasfinyHbl.

CTaagnu ne4eHo4YHO-KAETOYHOM KenTyxmu [2—4]

1. TepBasa cTagua (NpemxenTylwHas; puc. 8) xapaKktepuay-
eTCsl NOBPEXAEHNEM U CHUKEHNEM aKTUBHOCTU GepPMEH-
TOB, pa3pyLatLmx ypobunuHoreH [2, 5, 6]. Npossnsercs
3Ta cTagums:
®  YPOOWUIMHOTEHEMMUEN N YPOBUNUHOIEHYPUEN;

° anbTepaluer MeMbpaH renaToLmToB, NMOBbILEHUEM KX
NPOHMLIAEMOCTM U BbIXOAOM B MHTEPCTULMM U KPOBb
KOMMOHEHTOB LMTOMNA3Mbl (XapakTepusyetcs dep-
MEHTEMMWEN, KOrAa B KPOBWU YBEMYMBAETCS aKTUB-
HOCTb TpaHcamnHasz — AJIT n ACT, a Takxe Apyrux
nevyeHoYHbIX GEPMEHTOB, U FMNepKanMeMmnen Benea-
CTBUE NOBPEXAEHNS 6O/bLIOIO YMCa renaTtouunToB);

® CHUXXEHMEM aKTUBHOCTM [NIOKYPOHUNTPaHchepasbl
(MposiBNaeTca ymeHblleHeM o6pa3oBaHUs NPSMOro
6unnpybuHa W, Kak cneacTBme, CoaepKaHus CTePKO-
6GUNIMHOrEHa B KPOBMW, MOYE M IKCKPEMEHTAX).

Puc. 7. Buabl xentyx no nponcxoxaexuio [1, 2]
Fig. 7. Types of jaundice by origin [1, 2]

Puc. 6. OcHOBHble aTanbl MeTabonnama 6unupybuHa [1, 2]
Fig. 6. The main stages of bilirubin metabolism [1, 2]
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2. Brtopas cragms (kentywHasi; puc. 9) xapaKrepuayeTcs
JanbHEeNWnM ycyrybneHmem anbtepauum renatoumTon
n nx pepmeHToB [1, 5, 6], 4TO NPMBOAUT K HapyLEHUIO
paboTbl «6GUNMPYOUHOBOIrO KOHBeWepar» (UuTonnasma-
TUYECKMN 6GENOoK renatouuMToB — JAUraHOUH U TIOKY-
poHunTpaHcdhepasa). JlIuraHauH crnocob6CTBYeT TpaHC-
NOPTY YENYHbIX MUIMEHTOB W3 pervoHa renatouuTa,
06palleHHOro K KpOBEHOCHOMY Kanuanspy, B PeruvoH,
npuaeXalwmm K }enyHomy Kanuangpy. PaccTponctBo
3TOr0 MexaHM3ma B COBOKYMHOCTWM C MOBPEKAEHUEM
MeMOpaH KIeTOK 06YyCnoBAMBAET HapylueHue OfHO-
HanpaBneHHOro TpaHcnopTa 6unupybuHa. [lposas-
naeTca BTOpas cTagus NeYyeHOYHO-KNETOYHOM KenTyxu
BbIXOAOM MNPAMOro 6unnpybuHa B KpOBb U pa3BUTUEM
6unnpybmHemun, dunbTpaumen npsaMoro 6unnpybuHa
NnoYKamMM W €ero 3KCKpPeuMuewn C MO4YoM, nonagaHuem
KOMMOHEHTOB KeN4u B KPOBb M PA3BUTUEM XONEMUU
[1, 2, 4].

3. Tpetbs ctagus (puc. 10) xapaktepuayetca [2, 4, 6]:
® [POrpeccupylouM CHUXKEHWEM aAKTUBHOCTU [JIHOKY-

poHunTpaHcdepasbl renatouUmMToB, YTO MPUBOAWUT K
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Puc. 8. OCHOBHble 3BEHbS NATOreHes3a 1 NPosiBJEeHNUsS NepBO CTaAuN NeYeHOYHO-KIETOYHON KenTyxu [1, 2]
Fig. 8. The main links of pathogenesis and manifestations of the first stage of hepatocellular jaundice [1, 2]
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Mpumeyanue. MM — rnoKypoHUNTpaHchepasa.

Note. ['T® — glucuronyltransferase.

Puc. 9. OCHOBHble 3BeHbS NaToreHesa v NposiBJAeHUs BTOPON CTauN NEYEHOYHO-KNETOYHOMN KenTyxu [1, 2]
Fig. 9. The main links of pathogenesis and manifestations of the second stage of hepatocellular jaundice [1, 2]
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Note. ['T® — glucuronyltransferase.

Puc. 10. OCHOBHble 3BEHbS NaTtoreHesa v NPOoSIBNEHUS TPETbeN CTaann NEYEHOYHO-KIETOYHOM XenTyxu [1, 2]
Fig. 10. The main links of pathogenesis and manifestations of the third stage of hepatocellular jaundice [1, 2]
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HapyLeHWo TpaHCMeMOBpaHHOro NepeHoca KOHbIorv-
poBaHHOro 6unMpybuHa B renatouuTbl U TOPMOXe-
HWIO NpoLiecca MIoKypoHU3aLMn 6unmpybrHa (Nposs-
NAETC HapacTaHWEM YPOBHSA HENPAMOro 6unnpybuHa
B KPOBW; YMEHbLUEHWEM COepXaHUs B KPOBMW Mpsi-
MOro 6unupybuHa BCNeACTBME MNOAaBNEHUSA peak-
LMW TIOKYPOHU3ALMKU U CHUKEHWEM B 3TOM CBA3M
KOHLEHTpauun CTEPKOBGUIMHOrEHa B KPOBMU, MoYe
N 3KCKPEMEHTaX; YMEHbLIEHUEM COAEPKAHUSA YPOOU-
JIMHOreHa BM/0Tb 40 NO/HOrO UCHE3HOBEHUSA B KPOBMU
W, KaK pesynbsTar, B MoYe, 4YTO ABNAETCH CNelCcTBUEM
Manoro nocTynjaeHns NpsaMoro 6unmMpybuHa B »kenye-
BbIBOASALLME MYTU U KULIEYHUK);

e ycyrybneHuem NoBpPEXAEHUs CTPYKTYp U GepMeHTOB
renaTtounToB, YTO NPOSIBASETCA HapacTaHWeM Xone-
MUK, COXPaHEHMEM CTeneHn pepMeHTEMUU U TUnep-
KanMemuu, NporpeccMpoBaHNEM Me4YeHOYHOW Heao-
CTaTO4HOCTH, YpEBATON Pa3BUTUEM KOMbI.

OH3MMonaTu4yeCcKue XenTyxu

Bblgensior ABe rpynnbl 3H3UMOMNATUHECKUX KENTYX —
Hacnefyemble (NepBUYHbIE) U MNPUOBPETEHHbIE (BTOPUY-
Hble) [1, 2].

Hacnegyembie (nepBuYHbIE€) IH3UMONMAaTUYECKME XKETTYXN

[lepBWYHbBIE 3H3MMOMATUM renaTtoumMToB pPa3BMBaIOTCH
NpU reHHbIX gedeKktax nx GpepMeHTOB U HEKOTOPbLIX 6ENKOB,
obecneynBaloLMx MeETaboIM3M MUTMEHTHOrO 06MEHa B HUX.
MepBUYHbIE (Hacnegyemble) KenTyxu XapaKTepHbl UMEHHO
ONs AeTen, TaK KaK NposiBNsoT cebs y)Ke B paHHEM BOo3pacTe
WX B NEPUO HOBOPOXAEHHOCTH [2, 3, 6]. K Taknum Hacneay-
€MbIM XeTyxam OTHOCAT:

1) cuHapom Kpurnepa—Hawspa: HacnegyeTcs no ayrocoMm-
HO-peLeCcCUBHOMY TUIMY; NaTOreHeTUYECKOM OCHOBOW ero
pas3BUTHA ABNSeTCs HeaocTaTovyHoe o6pa3oBaHue Gunu-
PYOGUHIIIOKYPOHMAA (MPSAMOro 6unupyburHa) na Henpsamo-
ro 6unnpybuHa BCNeacTBME BblparKEHHON HeJoCTaTOYHO-
CTU depMeHTa roKopoHunTpaHchepasbl. Y aeten atoT
CUAPOM MpPOABASETCH HacneayeMow HereMoMTUHEeCKON
ENTYX0M; Npu Tsenbix Gopmax pa3BuBalOTCA Nopaxke-

Puc. 11. Han6onee yacTble BUAbl IH3UMOMNATUHECKUX KeNTyx [1, 2]
Fig. 11. The most common types of enzyme jaundice [1, 2]

HUS TONOBHOIO MO3ra Mo TUMY SAEPHON KenTyxu. [etn
4acTo norMéaloT B NepBble MecsLbl U rofbl XU3HK. Mpu
BbXXMBaHWKW [eTel NOBbIWEHHbIA YPOBEHb GUNNPYOMHA
COXpaHsAeTCs Ha BCIO XKU3Hb [1, 2, 6];

2) cuHgpom Hunbbepa: HacneayeTcst MO ayTOCOMHO-40MMU-
HaAHTHOMY TWMY M TaKXe OTHOCWUTCA K HacnegyemoMm
CEMENHON HEremMosIMTUHECKOM KeNTyxe (aHanormyHo
cuHapomy Kpurnepa—Hawsapa) [1, 2, 6]. Mpu cuHapome
Hunbbepa HabngaeTcs CHUXKEHNE aKTUBHOCTHU TIOKO-
poHunTpaHcdepasbl | npumepHo Ha 25%, B CBA3M C YeM
3TOMY TUMY CBOWCTBEHHLI 6oJiee nerkas popma TeqeHuns
C OTCPOYEHHbIM BpeEMeEHeM AebtoTa (Yaule MaHudecTu-
pyeT B Bo3pacte 15-25 neT), 6e3 TAKeNnoro nopaxeHus
ro/IOBHOro mMo3ra B dopMe s4epHOn Xentyxu. B naTto-
reHe3e MMeeT MECTO HapylleHWe 3axBaTa GunupybuHa
NeYeHO4YHOWN KIIETKOW;

3) cungpom [abuHa-—[KOHCOHa npeacTaBnser co6oM Ha-
CNefcTBEHHbIN MUIMEeHTHbIM renato3 [2, 4, 6], 06ycnoB-
JIEHHbIN HapylweHWeMm TpaHcnopTa 6uaMpybuHa U3 rena-
TOLMTOB B eNyb BCNeACTBME MyTaLMu reHa 6enka, oTBe-
Yatolero 3a renatobuanapHbIn NepeHoc 6UnnpyobuHa;

4) cuHppoM PoTtopa cxofeH no naTtoreHesdy C CMHAPOMOM
[JabunHa—[1)KOHCOHa, HO B OT/INYME OT HErO COMPOBOXKAA-
eTCs 3KCKpeuunen KonponopdupuHa (NMPOMEIKYTOUHbIN
NPOAYKT o6MeHa rema n unmpybuHa) ¢ moyou [1, 2, 6].
OCHOBHblE NPOSIBAEHMS HacneayeMbIX XenTyx Nnpeacras-
NeHbl Ha puc. 11.

lNpuobpeTeHHbie (BTOPHYHbIE) IH3UMONaTU4ECKME

KENTyXn

MprobpeTeHHbIe (BTOPUYHBIE) HApYLLEHWUST CBOUCTB dep-
MEHTOB, Y4aCTBYIOLLMX B METAB0U3ME KENYHbIX MMIMEHTOB
W CUHTE3e KOMMOHEHTOB MeMO6paH renaTtouuMToB, pPa3BU-
BalOTCA BCMEACTBME MHTOKCWMKALMW OpraHMama, 0CO6EHHO
renaTtoTponHbIMKU f4amMu (Hanpumep, 3TaHOIOM WU YeTbl-
PEXXIOPUCTLIM YrNEPOAOM), HEKOTOPLIMK IEKAPCTBEHHbLIMM
cpeacTBamMu (Hampumep, napaueTtaMonoM, NeBOMULIETU-
HOM), BellecTBamMun Ans xoneuuctorpadun, a TakKe B CBA3M
C MHOEKLIMOHHBIMM NOPaXKEHUSIMU NeYeHn (Hanpumep, BUpY-
camu, BaKTEPUAMU, UX IHIO- N SK30TOKCUHaMK), NOBpeXae-

| JH3MMONAaTUYECKME KENTyXn |

! |

! !

| CuHapom unbbepa

| | CuHapom Kpurnepa—Haiispa | | CuHapom JabuHa—KoHCOoHa | | CuHapom PoTopa

| OCHOBHble NPosSiBNEHNS |

[nuTenbHoe NoBbIlWeHUe
YPOBHS HEKOHBIOTMPOBAHHOIO
6UNnpyGUHa B KPOBMU
CHUXKEHWe YPOBHS
CTEPKOBUNINHOTEHa B KPOBMU,
MoYe, Kane (y OTaeNbHbIX
naLueHToB)

YBenuyeHve cogepaHus
MOHOIIIOKYpOHUAa
6UANPYOBUHA B XKEN4K

MoBbllWeHWe coaepKaHus
HEKOHBIOrMPOBAHHOMO
6UNNpyobrHa B KPOBM
(oco6eHHo npw Tune )
CHUXeHue ypoBHS
CTEPKOBWUMHOreHa B KPOBH,
MOYe, Kane
3HauuTensHoe
yBESIMYEHNUE COAEPKaHUS
MOHOIIOKYPOHKUAa
6UNNPYOGUHa B KeNuu
BunupybuHosas
aHUedbanonatus

(npu Tvne |y peten)

MoBbileHne YPOBHS
KOHbIOTMPOBaAHHOIO
6unnpybuHa B KPOBMU
BospacTtaHue cogepxaHus
HEKOHBIOTMPOBAHHOMO
6unnpybuHa B KPOBMU

(3a cyeT AerntoKypoHu3aLumm

B renatobunvMapHon cucteme)
XenynoyHo-KuLeyHble
paccTpoicTBa

oBblleHWe coaepKaHns
KOHBIOTMPOBaHHOIO
6ununpybuHa
(MOHOIIOKYPOHUL)
YBenuyeHve ypoBHS 06LLMX
KONponopdup1HOB B MoYe
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

HUSAMW renaTouUTOB aHTUTENaMu, LUTOTOKCUYECKUMU TUM-
dountamum u makpodaramu.

BHerne4yeHO4YHbI€e EeATYXHU: K HUM OTHOCAT reMonuTuye-
CKYIO U MEXaHMYECKYIO XenTyxu [2, 4, 6].
1. TemonutTnyeckasa xentyxa (MPUYUHBI U MNPOSABIEHUSA

reEMOJIMTUYECKMX XKENTyX MpeacTtaBieHbl Ha puc. 12).

K rpynne reMOAUTUYECKUX KENTyX OTHOCHAT IXKeATyxy

HOBOPOXJEHHbIX. BblAenatoT ABe pPa3HOBUAHOCTU Ken-

TYXW HOBOPOXAEHHbIX — PU3NONOTMYECKYI0 M NaToNo-

ruyeckyto [1-3].

— PusnosorndecKas xentyxa (icterus neonatorum)

dusnonormyeckasn xentyxa Habnopaetcsd y 30-50%
neten [2—4]. XapaKtepusyeTcs paspylieHMeM amOpuoHanb-
HbIX 3PUTPOLMTOB Y 340POBbIX HOBOPOXAEHHbIX, MOABAAETCSH
Ha 2-5-N geHb XM3HW pebeHKa W ucyesaeT Ha 7-10-i.
MexaHU3Mbl Pa3BUTUSA KENTYXM 3aKIloyaloTcs B TOM, 4TO
HOBOPOX/AEHHbIN PeBGEHOK NpoayLMpyeT HeNnpPsIMon 6unmpy-
6uH B 3 pa3a 60/blle, YeM B3POC/bIM Ye0BEK (3a CYET pac-
naga aMOpuoHasnbHbIX apuTpoumnToB). OgHaAKO renaTouuTbl
nevyeHn HOBOPOXAEHHOrO He CMOCOOHbLI NMOMHOCTbIO CBA3bI-
BaTb €ro u3-3a HepocTtatka depmeHTa, obecneynBalowero
KOHblOraumio nurMeHTta. Takas du3nonorvyeckas MKenty-
Xa OTpaxaeT BPEMEHHO CHUXEHHYI0 CMOCOOHOCTb NeyvyeHu
neten B 06pa3oBaHuuK 6ununpybuHa [1, 2, 6].

— [MaTonornyeckas xentyxa

Matonornyeckasa ¢opma XKentyxu MposBAAETCs remo-
JINTUYECKON 60JIE3HBIO HOBOPOXAEHHBIX MPU Pe3YC-KOH-
GNUKTHOM 6epemMeHHOCTU [2—4]: B opraHM3me pe3yc-0Tpu-
LaTenbHoW maTepu o06pasyloTcs aHTMTena MNpoTMB pesyc-
NMOJSIOXKUTENbHbBIX 3PUTPOLIMTOB Nnofa. Bo3HWKaeT MMMyHO-

FEHHbIM FeMOSIN3, KOTOPbIM B MNEpMO[ HOBOPOXKAEHHOCTU
MOXET COMNPOBOXKAATLCS KENTYXON C YBENMYEHUEM B KPOBM
YPOBHSI HEMPSAMOro — O4YeHb TOKCMYHOro — 6ununpybuHa,
BbI3blBAIOLLEr0 3HAYUTENbHbIE HapPyWeHUs QYHKLUN Hen-
POHOB UEHTpasbHOMW HepBHOM cuctembl [1, 2, 6]. B aTux
YCNOBMAX MOXET pa3BMBaTbCs fAepHas XKentyxa. daepHas
KeNTyxa HOBOPOXAEHHbIX MAaTOMOPGdONOrMYECKH XapaKTe-
pPU3yeTCs KenTblM GUANMPYOUHOBLIM NPOKPaLIMBaHUEM A4ep
CTBO/Ia MO3ra U MO3Xe4yKa. ITOT TEPMWUH MCNONb3YIOT 0an-
HaKOBO 4YacTO A5 OMUCAHWS KaK PaHHWX, TaK M OTAaNEH-
HbIX MPOsIBIEHUA OGUANMPYOUHOBOM 3Huedanonatuu. [pwu
OMNMpybuHOBOKM 3HLedanonatMn HabNoAaTCA HapyLeHUs
[LeSTeNbHOCTU LLEHTPaNbHOM HEPBHOM CUCTEMBbI, Bbl3BaHHbIE
TOKCUYECKUM [encTBueM OunmpybuHa Ha 6a3alibHble raH-
rMUK 1 pasnnyHble aapa Mo3ra. MNpu aTom HapywaeTtcs Guau-
4YeCKoe U MHTEeNNEKTyanbHOe pa3BuTMe pebeHKa, B AabHEN-
LWeM y HEro MOXKeT pa3BuTbes cnaboymue [1, 2, 5].

B reHese runepbunnpybuHeMmn UMeeT 3HavyeHue He
TONbKO aKTUBHbIM FEMO/IU3 3PUTPOLIMTOB, HO U CMTOCOBHOCTb
neyYyeHn KOHbIOrMpoBaTb GUANPYOUH. MpU HE3PENOCTU KOHDB-
IOraLMOHHbIX CUCTEM MEYEHU U GbICTPOMPOrpPECCUPYIOLLEM
reMosnnM3e 3pUTPOLMTOB BUANPYOUH MOXKET AOCTUraTb BbICO-
KWX UMbp, nopaxas Bce opraHbl U CUCTEMbI (MEYEHb, MOYKM,
Nierkme, cepjle), Ho 60/bly0 OMacHOCTb MMEET MOBPEX-
[leHWe roNoBHOIro Mo3ra — Ceporo BelecTBa Kopbl U Noj-
KOPKOBbIX f4ep (rMnnokamna, MUHAANMH MO3XKe4Ka, saep
3puTenbHoro 6yrpa, aHa IV xenyaodyka, saep onvBbl, 3y6-
yartoro aapa v ap.), obycnosnunsatollee pa3BuUTne aaepHoOn
wentyxu [1, 2, 4]. BbiCOKMI ypOBEHb CBOGOAHOIO HEKOHb-
IOrMpoBaHHOIro 6uNMpybrHa B CbiIBOPOTKE KPOBM 0becneyu-
BaeT ero NpPoHMKHOBEHWE 4Yepe3 rematosHuedanmyeckum

Puc. 12. OcHoBHble NpuynHbl (A) n nposBneHuns (b) HaaneYeHOoYHbIX (FEMOIMTUYECKMX) enTyx [1, 2]
Fig. 12. The main causes (A) and manifestations (b) of cythemolytic (hemolytic) icterus [1, 2]

BHYTpH- 1 BHECOCYAMUCTLIN rEMO/IU3 3PUTPOLIUTOB

O6pa3oBaHue N36bITKa HEKOHBIOrMPOBAHHOIO GUANPYBUHa:
® pu HdapKTE OpraHoB
© CKOIMJIEHUM KPOBU B TKaHSAX, OpraHax, mojocTsax Tena

A | MpuynHbI |
[eMONn3 3pUTPOLIUTOB M UX NPEALIECTBEHHUKOB CWHTE3 HEKOHbIOrMPOBaHHOMO GUNMpPy6uHa
B KOCTHOM MO3re 13 HEremorno6MHOBOro remMa B NeYeHn, KOCTHOM MOo3re
CHMNTOMbI NEYEHOYHOM HEOCTAaTOHHOCTH | | CHMNTOMbI MAPEHXMMaTO3HOM KENTyXu
| Mp13HaKM NoOBpEXAEHNS renaTouuToB |
b
| MposiBneHus |

| [pU3HaKK remonnsa apuTpoLIMTOB

| AHnemus | | femorno6uHypus

-ypus

YpobunuHoreHemusi/

oBblIlWEeHWE B KPOBU YPOBHS
HEKOHBLIOTMPOBaHHOMO
6unmupybuHa

YBenuyeHvne ypoBHs
CTEPKOGUIMHA B KPOBMU,
Moue, Kane

| [emuyecKas runokcus |




6apbep ¢ ganbHENLWNUM HaKOMJIEHWEM B LIEHTPaNbHON HEPB-
HOM cucTEME M MocneaylowmmM NpPosiBleHNEM TOKCMYECKOro
nencteus. MNoBbIWAT TOKCUYHOCTb HEKOHBIOTMPOBAHHOIO
6unmMpybrHa Takme GaKTopbl, KaK MMMNOKCKs, aunaos, rmno-
rMUKEMUS, TMNOaNbOYMUHEMUS, OXNaaeHue, UHOEKUMUH,
a TaKe MOCTynJeHne B OpraHn3M BELLECTB, KOHKYpPUpPYtO-
WMx ¢ 6unnpybrHOM 3a MecTa a5 MPOYHOro CBA3bIBaHMSA
Ha anbbymuHe (Hanpumep, HeacTepUdULMPOBaAHHbIE XMUP-
Hble KMCNOTbI, P IEKAPCTBEHHbIX NpenapaTtoB — cylbda-
HUNaMuibl, aHanbreTMKM, NPOTUBOBOCMANUTENbHbIE CPEa-
ctBa v ap.) [1, 2, 6]. lo 30% AOHOWEHHbIX HOBOPOXAEHHbIX
pas3BMBalOT SAEPHYIO XKENTYXy NpU NoKkasaTtene 6unMpyobuHa
428-496 MKMOnb/N 1 go 70% — npu 518-684 MKMonb/n;
Ons HedoHoweHHbIX geten -1V cTeneHn KpuTuyeckoun
CTaHOBUTCA oTMeTKa ~171 MKmon/n. [MaTonorn4yeckomy
npoLieccy Crnoco6CTBYIOT BbICOKOE COAEPKaHWE raHrIMo3u-
0B U COUHIOMMENMHA, K KOTOPbIM HEKOHbLIOrMPOBAHHbIV
O6UNnpy6buH MmeeT 6O0/bliOe CPOACTBO; CHUXEHHas Cro-
COBHOCTb BbIBEAEHUSA M3 LepebpOCnUHANbHON XUAKOCTU
61nnpybrHa; NoBbllWEHHAs NPOHULAEMOCTb CTEHOK Kanui-
NSPOB; OTCYTCTBME cneumduyeckoro 6enKka, cBa3biBatoLle-
ro B uuTonnasmMe renatoumta OUAMPYOUH,— JNIUFaHAWUHA;
HWU3Kaa aKTUBHOCTb OGUINPYOGUHOKCUIEHa3HOM CUCTEMBI,
obecrneymBalollem HETOKCUMYHOCTb YENYHOro nurMeHTa.
PaspywmtensHoe AenCTBUE HEKOHbIOTMPOBAHHOIMO OWUAK-
pybuHa CcBA3aHO C rMbBenbio KNeTOoK, AeMUenMHu3auuen
nepmdepmnyecKmMx HePBHbIX BOSIOKOH HEMPOHOB, HEKPOTHUYE-
CKMMMW M3MEHEHUAMU B MOYKaX, KUWEYHUKE, NOMKenyaoy-
HOW Kenese, HaaMo4Yye4yHUKax; Apyrme opraHbl MeHee nog-
BEPXKEHbl TOKCMYECKOMY BIUSIHWIO HEMPAMOro GUAnpyGurHa.
TOKCMYHOCTb HEKOHBIOTMPOBAHHOIO GUINPYOMHA NPOSBAS-
eTcs B clyvyae, Korja OH He CBA3aH C anbbyMUHOM Mna3Mmbl
KPOBW M MOTOMY NIEFKO MPOHUKAET 3a Npefesbl KPOBSAHOIo
pycna. [loctato4yHas o6ecnevyeHHOCTb anbOyMUHOM Mpeay-
npexaaeT noparKeHue mMo3ra, KOTOpoe MOXET pa3BMTbCS
npu ypoBHe 6GUAMPYOWMHaA, 3HA4YUTENIbHO MpeBblatoWeM
KpUTHyeckum [2—-4].

KnnHnyeckn remonutuyeckas 60ne3Hb MNPosSiBASETCA
OTEYHbIM, }ENTYLWHbIM U aHEMUYECKUM BapMaHTOM 60S1IE3HU
Yy HOBOPOX/AEHHOIO IM60 BHYTPUYTPOOGHOM CMEpPTbIO Nioga
[3, 4, 6].

Y neten MMeloTCsl HEeKOTopble OCOBEHHOCTU (GYHKLUMK
enyeobpas30BaHUs, Ken4yeoTaeNeHNs U KendyeBblaeneHus,
YTO BAMSIET Ha TAMKECTb COCTOSIHUS WM CUMMTOMaTWUKY Mpu
wentyxe [3, 4, 6]. MNpouecc o6pa3oBaHUS Kenuu y aeten

NPOTEKAET MEHee MHTEHCMBHO. [leTcKas Kenyb oTMvaeTcs

no CBOEMY COCTaBYy OT en4yu B3POCAOro YenoBeKa: OHa

COLEPKUT 6ONbLLE CNN3U, BObI, KEMYHbIX MUTMEHTOB, MEHb-

e — XeNYHbIX KUCNOT, XonecTepuHa u conen. Taypoxonesas

Kucnota o6pasyeTcsl B MEYEHU KaK COEAMHEHME XONEBOM

KWCNOTbI M TayprHa M NOSTOMY OTHOCKTCS K TaK Ha3blBaeMbIM

napHbIM KncnotaM. Kpome TaypuHa xoneBas KUCNoTa TaKKe

KOHDBIOrMPYET C MMWUUMHOM, B pesynbTaTe 4ero BO3HWKaeT

Apyras napHas Kucnota — ranKoxonesas. B getckon »en-

4n npeobnagaet coaepaHue TaypoxoneBOM KWUCNOTbl Haj

TNIMKOXONEBOM, YTO UMEET CYLLIECTBEHHOE 3HAYEHME, TaK KaK

TaypoxoneBas Kucnota obnajaeT MeHbLIeN TOKCUYHOCTbIO

N 60siee CUIbHbIM aHTUCENTUYECKUM [encTBueM. B cBs3u

C MeHbLUeN TOKCMYHOCTbIO TaypoOXONeBOW KUCOTbI, comep-

allencs B xenye pebeHKa, KIMHUYECKMe NPOSBNEHUS CUH-

LpoMa X0NeMuUn y eTen MeHee BblpaxkeHsbl [2, 3, 6].

2. MexaHu4yecKkaa entyxa (noaneyeHo4yHasi, 3acTonHas,
06TypauUnoHHas) BO3HWKaeT BCeACTBME CTOMKOro Hapy-
WEHNS BbIBEAEHUS MENYM MO XKEeNYHbIM Kanunnspam
(4TO NPUBOAMT K BHYTPUNEYEHOYHOMY X0necTasy), *eny-
HbIM MPOTOKAM W M3 XeN4yHoro ny3bips. [ABe nocneaHue
rpynnbl NPUYUH BHaYyane NpuMBOASAT K BHENEYEHOYHOMY
(noagne4yeHoO4YHOMY) x0necTasy, a NpPu XPOHUYECKOM [eit-
CTBMU — U K BHYTpUMNEYeHo4YHoMY [1, 2, 6].

Haunbonee yacTbiMu daktopamu, NPUBOASALLMMU K BHYTPU-
neYyeHO4YHOMY U BHENeYeHOYHOMY XxonecTtasy, asnstotes [1, 2]:
® 3aKpblBaloLME KeNnyeBbIBOAALWME MYTU USHYTPU (Hanpu-

Mep, KOHKPEMEHTbI, OMyX0/iM, Napa3uTbl, FPaHynemMaTos-

Has TKaHb NPU BUINAPHOM LIMPPO3e);

° cAaB/AMBalOWME XKENYHble MYTU CHapYXW (Hanpumep,
HOBOOGpPa30BaHWUS TFOMOBKW MNOMKENYAOYHOM Kene3bl
unn 60NbLIOrO Ayof4eHaNbHOro COCOYKa; pyoLoBble
U3MEHEHUS TKaHW BOKPYT XKeNn4eBbIBOAALMX NyTEN; yBe-
NNYEHHble NMMOY3Nbl);

® HapywawliMe TOHYC M CHUXKaloLMEe MOTOPMKY CTEHOK
eN4yeBbIBOAAWMX NyTEN (AUCKUHESUN).

YKazaHHble U apyrune daKkTtopbl 06YyCnoBAUMBAOT MOBbI-
LWEeHWe JaBNeHNs B XeNYHbIX Kanunnsapax, nepepacrsxyeHme
(BNOTb 4O MMKPOPA3pPbIBOB) M MOBbIWEHWE MPOHULAEMO-
CTW CTEHOK XenyeoTBoasawWwmx nyten, anddy3no KOMMNOHEH-
TOB XeNnyn B KpoBb. [lpn aToM pasBuBaeTcs GUIMapHbIv
renatvt [1, 2, 4].

MexaHn4yecKas »entyxa y AeTer 4acTo BO3HWKaeT npwu
ONCOYHKLMM KeNYeBbIBOASLLEN CUCTEMBI U Xen4YHOKaMeH-
HOWM 6ONE3HM.

Puc. 13. OCHOBHble NPOABAEHNUS NOANEYEHOYHbIX (MEXaHUYECKMX) KenTyx [1, 2]
Fig. 13. The main manifestations of obstructive (post-hepatic) jaundice [1, 2]

| MNMonurnnosBuTaMmMHo3 | | [OncbaKTepnos, KnwevHas ayToMHPEKLMS U MHTOKCUKaLMS | |06ecu,BequHbu71 Kan | | Creatopest

| CvHApOM axonuu |

]

MposiBneHusa
CvHApOM xonemun
BbICOKMI ypOBEHb MoBbllWeHHasn
ApTepuanbHas
KOHDBIOrMPOBaHHOIO pasaparKUTEeNbHOCTb MnepxonectepuHemus 3ya KOXK Bpaaunkapaus MnOTEH3MS
6unmMpybuHa B KPOBH 1 BO36YANMOCTb
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Y HOBOPOXAEHHbIX MPUYUHOW MEXAHMYECKOM KENTyXu
MOXET CTaTb aTPe3Us MENYHbIX NyTeENn — TAMENbIK NMOPOK
pa3BUTUSA, KOTOPbIN MOXET OblTb CBSiI3aH C MEPEHECEHHbI-
MW 3aboneBaHUAMU OWIMAPHON CUCTEMbI BHYTPUYTPOO-
HO. Pe6EHOK pOXKAaeTCs C XKENTyXoW, UM OHa MNosBAsSETCSH
B MNepBble [HW, MHTEHCMBHO HapacTas: Kan obecLBeyveH,
MOYa TemMHas, 3aTeM YBEIMYMBAIOTCA NeYeHb U cenel3eHkKa,
NosiBNSETCH pacluMpeHe BEHO3HOW CETU Ha XMBOTE, NeYeHb
CTaHOBMWTCH OYeHb NaoTHOM [1, 3, 4].

[na MexaHU4eCKOW KeNTyxu XxapaKTePHO pa3BUTHE XOne-
MumK 1 axonuu (puc. 13) [1, 2, 6].

CUHAPOM XONEMUU (HKETHEKPOBMUEN)

XonemMuss — KOMIAEKC pPacCTPOMUCTB, OBYC/OBAEHHbIX
NosiBIEHWEM B KPOBWM KOMIMOHEHTOB XX€EN4u, raBHbIM o6pa-
30M XKENYHbIX KUCIOT (FTMKOXO/IEBOW, TaypOXoNeBON U Ap.),
npsmMoro 6unumpybuHa u xonectepuHa [2—4].

Mpn3Hakm xonemuu [1, 6]:
® BbICOKas KOHUEHTpaLMs KOHbIOTMPOBAHHOIO 6GWAMpPY-

O1Ha B KPOBMU (C Pa3BUTUEM KENTYXM) U, KaK cneacteue,

B MOYe (B COYETAHUU C KENYHBIMU KUCIOTaMM), YTO NPU-

[laeT Mo4e TEMHbIN LBET;
® UNepxosecTepnuHemMms: M36bITOK XONecTepuHa nornoula-

eTcs MakpodaraMv U HaKanJvBaeTcs B BWAE KCaHTOM

(B KOXe KucTeun, npeansiedyni, cton) u/unm KcaHTenasm

(B KOXXe BOKpyr rnas);
® 3y[ KOXW BCNELCTBME pa3fparKeHUs Xen4yHbIMU KUCNO-

TaMUW HEPBHbIX OKOHYaHWUN;

e apTepuanbHas TUMOTEH3UA B pe3y/lbTaTe CHUXKEeHUN
6a3asbHOr0 TOHyCa [aJKOMbIWEYHbIX KNETOK apTepu-
01, aApPEHOPEaKTUBHbIX CBOWCTB PELIENTOPOB COCYAOB
M cepaua, NOBbIWEHUSA TOHyca 6ynbbapHbix aaep 6:y-
KAaloLero HepBa NoA AENCTBUEM HUPHbIX KUCNOT;

e OpaavKapius: pa3BuMBaeTCd BCAeACTBUE MPAMOro Top-
MO3HOTO BMSHUSA YENYHbIX KUCNOT Ha KNEeTKM CUHYCHO-
npeacepaHoro y3na;

® OBblWEHHas pa3aparKUTeNbHOCTb M BO36YAMMOCTb MNa-
LMEHTOB B pe3yfnbTaTe CHUXEHWS aKTUBHOCTU TOPMO3-
HbIX HEMPOHOB KOpPbl 6OJbLINX MONYLIAPUA Nog AENCTBU-
€M KOMMOHEHTOB enyu;

® [enpeccusi, HapylleHne cHa M 604PCTBOBAHWUS, MOBbI-
LIEeHHas yTOMISeMOCTb (pa3BMBaETCs Mpu XPOHUYECKOU
X0/IEMUK).

CUHAPOM axonmmn
AXONMa — COCTOSIHWE, XapaKTepuayloLlleecs 3Ha4YuTeNb-

HbIM YMEHbLUEHWEM UK NMPEKPALLEHUEM MOCTYMNEHUS HKeN-

YW B KMLIEYHMK, COYETatoLLeecs ¢ HapyLleHWEM MONOCTHOIO

M MembpaHHOoro nuuiesapeHus [1, 2].

Mpun3Haku axonuu [1, 6]:

e cTeaTopess — MoOTepPs OPraHM3MOM XMUPOB C IKCKpe-
MEeHTamMu B pea3yfbTaTe HapylweHWs 3MylbrMpoBaHug,
nepeBapuBaHns U YCBOEHUS KUpa B KUILIEYHMKE B CBA3MK
C edUUMTOM HKenuu;

e aucbaKtepuos;

®  KuleYyHas ayTOMHOEKLMA M MHTOKCUKaLMA: KaK 1 Npu Auc-
6aKTepnose, OTCyTCTBYET GaKTepuuuaHoe U BGaKTepuo-
CTaTU4YECKOEe EeNCTBUE XeNYn, HTO aKTUBUPYET NPOoL,ECChI
FTHUEHWUA M GPOXKEHUS B KMLIEYHWUKE U OBYCIOBAMBAET
pa3BUTME METEOPU3MA;

®  MOAMIMNOBUTAMMHO3 (B OCHOBHOM 3a c4yeT gedwuuuta
*UpopacTBOpUMbIX BUTaMUHOB A, D, E, K). JednumT yKka-
3aHHbIX BUTAMWHOB MPUBOAMUT K HapyLIEHWUIO CymMepey-
HOrO 3PEeHUs, AeMUHEepann3aLun KocTen ¢ pa3BUTUEM
ocTeoManauUMM U MepenomoB, CHUXKEHUID 3DPEKTUB-

HOCTU CUCTEMbI aHTUOKCUAAHTHON 3alluTbl TKAHEN, pas-
BUTUIO reMmopparnieckoro CMHAPOMa;

e o6ecLBEYEHHbIN Kan BCNeACTBME YMEHbLUEHUS WK
OTCYTCTBUSA KENYM B KMLIEYHUKE.

AncoyHKUMS Ken4eBbIBOAALEN CUCTEMbI

OMCOYHKUMSA KenvyeBbIBOASLWEN CUCTEMBI Y AETEN 3aHU-
MaeT 2-e MecTo cpeau 6one3Hew KenyaoyHO-KMLLEYHOro
TpakTa. YactoTa BO3HMKHOBEHWUS TMMOMOTOPHbIX ANCKUHE3NI
eN4YHoro ny3bips y geten Bapbupyet ot 40 go 99% [2, 3, 6].

Hawnbonee yactbiMu Npu4yMHamn GOpPMUPOBaHUA y AeTen
OMCOYHKLIMM XKeNnYeBbIBOASLLEN CUCTEMbI, B YaCTHOCTU BGUK-
apHOro TpakTa, SBAAOTCA 06WMM HEBPO3, An3aHLUedanbHbIM
BEreTaTMBHbIN KPW3, BUPYCHbINA renatut, MHOEeKLUU, MHTOK-
CUKaLMKN. XONELIMCTIKTOMUSA ABASETCH NYCKOBLIM (GaKToOpom
AMcOYHKUMKN chuHKTepa Opau. MNpu yoaneHuu KenyHoro
ny3blps HapywarTcs AENOHUMPOBAHME KENYu U perynauums
MOTOpPUKKM couHKTepa Oaam [2, 3, 6]. CBoBoaHOE, MOCTO-
SIHHOE BblAENEHME Xen4yu B [ABEHAALATUNEPCTHYIO KMLLKY
NpPoOBOLMPYET pas3BWUTUE [LYOAEHWTA, MOBLbILWEHWE YacToTbl
[yoaeHoracTpanbHblX PedloKCOB, CTUMYIMPYET MOTOPUKY
ENYyA0YHO-KULEYHOro TpakTa. [UCKUHEe3uMu OBeHaguaTtu-
NEPCTHOM KMLLIKKW, OCOGEHHO MO TUMNEPTOHWYECKOMY THNY,
4acTo BbI3bIBAOT CMNACTUYECKOE COKpalleHue CPOUHKTepa
Opam, NpensaTcTBys HOpMasibHOMY OTTOKY *endu [1, 3, 6].

CumnToMaTMKa AMCOYHKUMKU KeNYeBblBOAALWEN CUCTe-
Mbl BK/OYa@ET YTOMASEMOCTb, Pa3AparKUTENbHOCTb, MNNaK-
CUBOCTb, CHWXXEHWe pPaboToCNOCOOHOCTU Y LWKONbHWKOB,
a B 3aBMCMMOCTM OT TWMa JIMYHOCTU pebGeHKa — ABura-
TENbHYIO PACTOPMOXEHHOCTb WM, HAMOTUB, TMMOAMHAMMIO.
Pe6eHKa 6eCnoKosAT YyBCTBO TSXKECTU B anuractpaibHOM
o6nacTu, TOWHOTa, PBOTA, OTPbIXKKA, ropeyb BO PTy, Uame-
HEeHWe 4acToTbl CTyfa, NOTIMBOCTb, cepauebueHune 1 apyrue
HapylleHUsl, CBOWCTBEHHbIE HECBOEBPEMEHHOMY Bblaesne-
HMIO YKEeNYM B ABEHAALATUNEPCTHYIO KULLKY.

®yHKLMOHANbHbIE HapyleHUs GUaMapHOro TpaKkTa fJe-
TeM TeCHO B3aMMOCBSI3aHbl C BeretatMBHbIMU AUCPHYHK-
LUMAMKW, BCNEACTBME 4ero MaHMdEeCTUPYOT B AOLWKONBHOM
BO3pacTe, NPOrpeccupyloT B paHHEM LWWKONbHOM Mnepuoae,
a B Bo3pacTe cTapwe 10 net npuobpeTatoT cTabuibHYyo
dopmy 6onesnu [3, 4, 6].

YKenyHokameHHasi 6071€3Hb (X0NeMTha3)

B pas3ButMM Xxonenutuasa y [LeTen BaxHOe 3HaveHue
npuaaloT HacneAacTBEHHbIM daKTopam — BPOXKAEHHOMY
HapylweHnto obmMeHa GOochONMNUAOB, CHUKEHUIO aKTUB-
HOCTU NeunTUH-XonecTepun-auetTunTpaHcdepas, aedexTy
IMNONpoTenHa, rae rnaBHas pPo/b NPUHALNEKMUT FreHaMm U
6enKam-TpaHcnopTepaMm (y4acTue BO BHYTPMNEYEHOYHOM
IKCKPELIMK XKeNYU B KaHalblibl), @ TaKXXe reHam, fetepMu-
HUPYIOWMM NUMUAHBIA COCTAB KPOBW W KeNuu (aHTUreHbl
ructocoBMectTumocTu | knacca — B12 n B18) [3, 4, 6].

B pa3ButuKn xonenutvasa BeanKa posib aHOManumn pas3Bu-
TUS XKeNYEBbIBOASLLEN CUCTEMBI, MPUBOAALMX K 3aCTOLO XKen-
YK He TONbKO B MNy3blpe, HO Y BO BHYTPUNEYEHOYHbIX eNYHbIX
xopax. PopMupoBaHMe KamHew 06yCNOBNEHO TaKKe 0COOEH-
HOCTAMM NUTaHKA AeTen (ynoTpebrieHne XUpoB, IErKoycBos-
eMblx 6eNKOB W yrneBofoB; AedULMT BUTAMUHOB, CBEMMX
oBoulern U GpyKToB). CHUMKEHME OETOKCUKALMOHHOW YHK-
LMK MUKPODIOPbI XeNyA0UYHO-KUWEYHOro TpaKTa NpuBOAUT
K MeTabo/IM4ECKUM U CTPYKTYPHbBIM MOBPEXAEHUSM KIETOY-
HbIX OpraHenn, renaTounToB U NeYveHn B Lenom. Hendo npu-
o6peTaeT IMTOreHHbIe CBOMCTBA, B CBA3M C 4EM BO3MOXEH
KaK BPOXAEHHbIN, TaK U NPUOBPETEHHbIN XapaKTep KaMHe-
obpa3oBaHus. [pyrumn daktopamu 06pa30BaHMs KamHen



y AETEN ABNAOTCA MMNOAMHaMUS C HapylleHWeM BHellHece-
KPETOPHOM GYHKLIMKU NEeYeHK, naccarka Kenyn u runoToHnen
KENYHOro ny3blpsi, HEBPOTUIUPYIOLLME YCNOBUSA LUKOSbHOWM
nporpamMMmsbl, a Takxe AETCKUW ankoronnam, akTMBHOe/nac-
CMBHOE KypeHue, TOKCMKOMaHuu. B natoreHese xenyHo-
KaMeHHOW 60fe3HN Yy JeTel CYLLeCTBEHHY poJib Urpaet
U3MEHEHWE COOTHOLIEHMS YKEeMYHbIX KUCNOT U APYrMX KOMMO-
HEHTOB *en4yun. B mexaHn3me o6pa3oBaH1A X01ECTEPUHOBBIX
KENYHbIX KaMHeN Bepyllee 3HayeHue MMeeT HapylleHue
LMPKYNALMKU XONECTEPUHA, KEMYHbIX KUCNOT, rMnepcexkpeLms
MYKOWIHbIX CyOCTaHLUMMN, CHUMXEHWE 3BaAKyaTOPHON YHKLMK
en4yHoro ny3bips. MNpu NUrMEHTHOM NUTOreHe3e OCHOBHOE
3Ha4YeHne UMeeT BbICOKas KOHLEHTPaLMa HEKOHBIOrMPOBaH-
HOro 6uUAnpybuHa B xenyn. POpMUPOBAHMIO MUTMEHTHbIX
KaMHel B [ETCKOM BO3pacTe Cnoco6CTBYET MocTeneHHoe
HaKOM/EHWE B XeN4un Meau U xenesa: o6a MUKPO3EeMeEH-
Ta 06pasyloT NPOYHblE COEANHEHMS C BbICOKOMOEKYISPHbI-
MU 6enKkamu M CBOGOAHbIM OGUAMPYOUHOM XKenyu. YepHble
KOHKPEMEHTbI BCTPEYatoTCs NP reMOIMTUHECKUX HKENTyxax,
TUPEOTOKCUKO3ax, KOPUYHEBbIE — MPU BTOPUYHOM UHPULM-
pOBaHUK KenyHbIx nyten [3, 4, 6].

Aucnencuyeckas popma — Hanbonee YacTbi KIUHUYe-
CKMI BapUWaHT XeNYHOKaMeHHON 60ne3Hn B AETCKOM BO3-
pacTe, Mpu 3TOM KIMHMYECKasa KapTMHa He MMEET xapaKrep-
HbIX N5 B3POC/bIX NaLUeHTOB CUMNTOMOB, HabnoaatoLwmxcs
npu O0BGOCTPEHUN KallbKyNe3HOro XoJIeLUCTUTa KenyHoKa-
MeHHOM 60J1IE3HU.
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3AQ0A4YA 1
Mokasartennb KpoBb Moua OKCKpeMeHTbI

ANT AKTUBHOCTb YBeNnyeHa - -

ACT AKTMBHOCTb yBENMYEHa - -
Bunupy6uH obwmi 1,5 mMr% - -
Bunnpy6uH npamoi 0,5 Mr% Cnegbl -
YpoGUIUHOTeH(MH) OGHapyeH OGHapyeH -
CTepKOBUANHOrEH(MH) Hopwma Hopwma Hopwma
HenyHble KucnoTbl Het Het Het

lMpumeyanue. K 3apgavam 1-3: AJIT — anaHMHaMmuHoTpaHcdepasa, ACT — acnapTataMmMHoTpaHcdepasa.
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HenpepbiBHOE NpodeccuoHanbHoe o6pa3oBaHne

3A0AYA 2

ANT AKTMBHOCTb yBeNnYeHa - -

ACT AKTUBHOCTb yBeNn4eHa - -
Bununpy6uH obwmmn 2,4 Mr% - -
BunnpybuH npsamoi 1,4 Mr% O6HapyeH -
YpoOuAnHOreH(mH) Cneppbl Cnepbl -
CTepKOBUNNHOIEeH(MH) Cneppbl Cnepbl 3Ha4nTeNbHO YMEHbLUEH
HenyHble KUcnoThbl OGHapyeHbl OGHapyeHbl Het

3AAAYA 3

[ rowaswem [ s [ Mo [ owcwewewns |
ANT Hopma - -
ACT Hopma - -
Bununpy6uH obmmn 2,4 Mr% - -
BununpybuH npamoi 1,4 Mr% O6HapyeH -
YpoOuanHoreH(mH) Het Het -
CTepKOBUNNHOreH(MH) Het Het Het
HenyHble KUCnoThbl OGHapyeHbl OGHapyeHbl -

3A0AYA 4
BunnpybuH obwmmn 3,4 Mr% - -
Bunupy6uH npsimon 0,2 Mr% Het -

Ypo6unnHoreH(mH) B 60nbliom Konuyectee B 60nblioM KonuyecTtse -
CTEePKOBUNNHOTEH(MH) YBenuyeH YBenuyeH YBenunyeH
HKenyHble KUCnoThbl Het Het -

CUTYALIMUOHHDLIE 3AAYM K NIEKLIUM [7]

3AA0AYA 1

MauneHT C., 17 neT, NoCTynuia B KIWHWUKY C Xanobamu
Ha 6014 B MpaBoM noapebepbe MOCTOSIHHOIrO xapakTepa,
OMUCrnenTMYecKne paccTponcTea, ooyt cnabocTb, 6bICTPYO
YyTOMASIEMOCTb. B TpexneTHeM Bo3pacTe C. mepeHec *Kentyxy
HEW3BECTHOW 3TMONOrMKU. TP OCMOTPE: KOXKHblE MOKPOBbI
W CKNIEPbI XENTYLWHbI; Ne4YeHb yBeAnYeHa, Npv nanbnaumm —
MsArkas, 6e36onesHeHHas. Cenes3eHKa 3HA4YUTENbHO yBe-
nnyeHa. Kan o6bl4HOro LBeTa. AHann3 KpoBU: NENKOLMUTI
3,7X10%/n, neitkountapHas dbopmyna 6e3 0COGEHHOCTEN;
CO3 6 MM/Y; 06K 6enok 8 r%, anbbyMuH 5,2 r%, oL
6UnMpyouH 5,8 mMr%, rnoxkosa 115 mr%.

BOMPOCHI

1. Kakue paccTponcTBa CUCTEMbI MULLEBAPEHUS UMELOTCA
y C.? KaKoBbl UX NPUYUHBI?

2. MOXeT N KenTylHOoe OKpallMBaHWE KOXM HEe COMpoBO-
AATbCS KOXHbIM 3yA0OM?

3. MoryT n gucnenTuyecKne paccTPOMCTBA, KeNTyxa, yBenu-
YeHne nevyeHun G6biTb MaToOreHeTM4eCKM B3anMoCBsa3aHbl?

4. MoxHO nu ytBepxaaTb, 4To y C. HapyweHbl byHKLUK

nevyeHun? Ecnu ga, To Kakme?

5. Kakue fononHutenbHble faHHble BaMm Heo6xoaumbl Ans
yTO4HeHUs Bawero 3aknoyeHus o Gopme naTonoruu
n ee natoreHezey C.?

6. MOXHO /1M C YH4ETOM JOMONTHUTENbHbIX AaHHbIX UCKITIOYUTb
npsiMoOe NopaxeHue nevyeHu?

7. Kakon Tvn xentyxu passunca y C., 1 KaKoBO ee Npouc-
XOXAeHne?

3A[A4A 2

MauneHT K., 18 net, goctaBieH B K/IMHUKY MalUMHOMN
CKOPOW MefMLMHCKOM nomoluun. Npu nocTyniaeHuu: naccu-
BEH, 3aTOPMOXEH, anaTtu4yeH, He Bcergja cpasy U ajeKBaT-
HO OTBeYaeT Ha BOMNPOChbl. A3bIK 06/0XeH. TemnepaTypa
36,5°C. KoxXHble MOKPOBbI U CNN3UCTbIE OGOSTIOYKM MKENTYLL-
Hbl, Ha KOXKe BEPXHeW 4acTu TyN0BHULLa — TeNeaHrMaKTa3uu;
BbiiBfieHa 3puTema nafoHen. MMBOT yBeNMYEH 3a cYeT
aCLUTHOM XMAKOCTU. OTEKM HUMHKUX KOHEYHOCTeN. [paHuLa
N1IeBOro XenyaoyKa cepalua paclimpeHa. AptepuanbHoe aB-
nexHue (A) 160/95 MM pT. CT., HacToTa CEPAEUHbIX COKpalLe-
Hui (HCC) 90, Nynbc PUTMUYHBIN.

O6wunn aHanu3 Kposu: Hb 108 r/n; apuTpouuTbl
4,0x10%2/n, neitkounTsl 4,8 X1012/n; CO3 35 Mm/4.



buoxumumyeckoe uccrnegoBaHuMe KpoBu: O6OLWMK BUNKU-

py6uH 7,1 mr%; rnioko3a 80 mr%; KETOHOBbIE Tefa Bbile
HOPMbI; COAEeprKaHWe MOYEBUHbI CHUKEHO; MPOTPOMOMU-
HOBbI WHAEKC MOHWXEH; aKTUBHOCTb XOJIMHACTEPaA3bI
CHUXeHa.

ABCTPanmMmUCKUIM aHTUTEH HE OBHAapPYKEH.

BOMPOCbLI

KaKoBbl MexaHW3Mbl Pa3BUTUA WU3MEHEHUN KOMHbIX
COCy0OB M CTOMKOM apuTembl NagoHen y K.? Kakue elle
CUMMNTOMbI OBYCNOBJIEHbI 3TUM e abPEeKTOM?

KaKoBbl MPUYMHBI MOPTaSbHON MMNEPTEH3UK U acuuTa?
KaKkoBa posib acuuTa BO BTOPUYHbIX HapylweHUsax GyHK-
LM opraHuama?

Ectb nn y K. Npu3HaKM MNeYEeHOYHOW HegocTaTou-
HOCTM? Ecnn ga, TO KakMe M KaKoB MexXxaHW3M WuX
pasBuTmna?

EcTb N1 ocHoBaHua gonyckatb y K. caxapHbii gnabet/
OCTPbIM renatut/uuppo3 neyvyeHn? Ecnu pga/HeT, TO
noyemy?

TECTOBbLIE 3AAAHUSA K JIEKLIUMU [7]
lpumedaHme. (1) — B KpPYyrblX CKOOGKax psaoM € BOMpo-

CaMM YKa3aHO 4YM1C10 NpaBUJIbHbIX OTBETOB.

1.
1)

[Ans ne4eHO4YHOM KOMbI XapaKTepHbl: (4)

CHUXEHWe cofepxaHWs MOHOB aMMOHMS M aMMMuaka
B KPOBMU

NOBbILIEHNE COAEPKAHUS MOHOB aMMOHWMA U aMMUaKa
B KPOBMU

NOBbILLIEHNE COAEPKAHNA aMUHOKUCNOT B KPOBMU
CHUXEHWE coepKaHns aMUHOKUCIOT B KPOBMU
CHUXXEHWE cofepKaHns MOYEBUHbI B KPOBK U B MOYe
NOBbILLEHNE COAEPKAHNA MOYEBUHbBI B KPOBU 1 B MO4e
NoBbIlEHWE COAEepXKaHUa cBOOBOAHOro (HenpsaMoro) 6u-
NMpybuHa B KPOBM

NMOHWXXEHUE coaep)KaHua cBOOBOAHOro (HeEMPsSMOro) 6wm-
NMpybuHa B KPOBM

[Ans HapylweHUi 6eNKOBOro o6mMmeHa nNnpu Ne4eHO4YHOM
He0CTaTOYHOCTU XapaKTepHbl: (5)

YMEHbLUEHNE COAepKaHUA NPoTpoMOUHa 1 GUBpPUHOTre-
Ha B KpoBM

YMEHbLIEHNE COLEPIKaHUS aMMUaKa U MOHOB aMMOHUS
B KPOBMU

yBeMYeHe COofep)KaHUs aMMMaKa U MOHOB aMMOHUSA
B KPOBMU

YMEHbLUEHNE COAEPKAHUS MOYEBWHbI
B Moye

rMnoamuHoauMaemMmmns
rMnepnpoTemHemMus

ancnpotenHemus

rMnonpoTenHemMus

B KpOBW U

YpooGunuHypua HaGaogaetcsa npu xenrtyxe: (2)
remMOoIMTUYECKON

renaTtouensaspHoOn

MeXxaHW4yecKomn

BCEX, YKa3aHHbIX Bbllle

Henpsamon (cB0GOAHbLIN) GUAMPYOUH nNoOABAAETCH
B Mou4e npu xenrtyxe: (1)

MeXxaHW4yecKomn

renaTtouensaspHoOn

remMOoIMTUYECKON

OTCYTCTBYET NPU BCEX BbllLe NEPEYNUCTIEHHbIX

1)
2)
3)
4)
5)
6)
7)
8)

1)
2)
3)
4)
5)
6)
7)
8)

1)
2)
3)
4)
5)

8.
1)
2)
3)
4)

9.
1)
2)
3)
4)
5)
6)
7)

Mpu npeKpaweHnn Uimn cyLeCTBEHHOM YMEHbLUEHUHU
NOCTYN/IEHUA }Ke4Yu B KULLEeYHUK HaGaoaaloTes: (3)
yCUNEHNE MOTOPUKM KULLEYHUKA

ocnabneHne MOTOPUKK KULLIEYHUKa

yMeHblleHWe BcacbiBaHns ButammHoB A, D, E, K
YMEHbLUIEHWe BCcacblBaHUs BuTamuHoB By, B,, C
yCUEeHMe NPUCTEHOYHOIO pacLLENIEHUS KUPOB
YCUIEHWE THUEHUS BENTKOB B KULIEYHUKE

yCUNEeHME CEKPELMM NOAXKENYAOHYHON Kenesbl

yCUNeHWe aIMyNbrMpPoBaHUS }KUPOB

ToTanbHOW MEe4YeHOYHOW HeJOoCTAaTOYHOCTU CBOW-
CTBEHHbI: (5)

yBeNM4eHME COAEPIKaHNSA NPOTPOMOUHA B KPOBHM
TMNOrIMKEMUS HaTOLaK

rMNeprivMkeMmns HaTolak

rmnepounnpybuHemms

rMnonpoTenHemus

AMCNPOTENHEMMUS

rMNEPOHKUSA KPOBU

TMNOOHKMWS KPOBM

OgHMM M3 CcnNOCOGOB MpepoTBpalleHUs pa3BUTUSA
KOMbl NMPU NEe4YEeHOYHOW HeO0CTAaTOYHOCTU ABNSeTCH
orpaHuyeHue B guerte: (1)

yrneBoaoB

MpPOB

6enKoB

HUIKOCTH

conemn

[N ne4yeHOYHOW HeOCTaTOYHOCTU XapaKTepHbI: (3)
TUNOMIMKEMUS MPU ANUTENbHbIX GU3UYECKUX HarpysKkax
yCWUEeHHe [loKoOHeoreHesa

anMMeHTapHas runeprivkemms

TMNOMMUKEMUS HaToLlaK

[Ana xonemuu xapakrtepHbi: (4)
apTepuanbHasg rmnepTeHsus
apTepuanbHas rmnoTeH3uns
runopednekcus

6paguKapauns

runeppedneKcus

KOMHbIN 3yq

TaxmKkapamsa

10.4na axonuu xapaKTtepHbil: (5)

1)
2)
3)
4)
5)
6)
7)
8)

ycuneHue BcachbiBaHWsa BUTaMuHa K
MOHWMKEHWNE CBEPTLIBAEMOCTU KPOBY
MOBbILEHNE CBEPTLIBAEMOCTH KPOBU
KULIEeYHas ayTOMHTOKCHKALIMA
runeproarynaLus 6e/KoB Kposu
METE0PU3M

KpeaTopes

creatopest

11.Ana MeXxaHU4eCKOM KeNTyXu XapaKTepHbl: (5)

1)
2)

3)
4)

MOBbILEHWE COAEPKaHUA MPSAMOro (KOHbIOrMPOBaHHOI0)
6unnpybrHa B KpoBM

MOBbILEHWE COAEPKaHWUA HENpPSAMOro (HEKOHbLIOrMPO-
BaHHOro) 6unnpybuHa B KPOBU

nosiBjieHne NpsaMoro 6unmpyéuHa B mo4e

YMEeHbLUEHUE UM UCHE3HOBEHWE CTePKOBUAMHA B Kane
1 B MoYe

yBennyeHue cTeprkobuavHa B Kane u B Mmoye

xonemums

TaxuKkapaus

Opaavkapams
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

12.AnA BbipaK€HHOW reMOJIMTUHECKON XKEeNTyXu Xapak-
TepHbl: (3)

1) noBbllEHWe coaepKaHMsa NPSIMOro 6unnpybuHa B KPOBKU

NOBbILIEHNE COAEPXKaHUS Henpsmoro 6unupybuHa B

KpOBM

nosiBieHMe NPSMoro 6unnpybuHa B moye

nosiBieHMe HeNpPsiMoro 6uanpybunHa B moye

nosiBieHMe ypobuamHoreHa B moye

yMeHbLUEHWE CTEPKOOUIMHOIEHa B MOYe U Kane

yBenMyeHne CTeEPKOBUIMHOreHa B MOYe M Kane

xonemus

LS

XJegL®

13.1n KJAMHUYECKU BbIPaX€HHOW NapeHXMMaTO3HOW
}eNTyXu CBOUCTBEHHbI: (5)

NoBbIWEHWE COAEPKaHUA NPAMOro 6unnpybrHa B KPOBM
MOBbILWEHWE COAEPKAHNUS HENPSAMOro 6UIMpybrHa B KPOBU
nosiBieHMe NPSMoro 6unnpybuHa B moye

nosiBieHMe HeNpsiMoro 6unnpybunHa B moye
YMEHbLUIEHWE CTEPKOOUIMHOrEHa B Kajie U B MOYe
yBenmMyeHne CTepKOGUIMHOreHa B Kane 1 B Moye
xonemus

JogrsonE

14.MosBneHue B KPOBU MEYEHOYHbIX TpaHCaMWHa3
XapaKTepHo ans Xxentyxu: (1)

Ne4YeHOYHO-KIETOYHOM

reMoMTUYECKON

3H3MMOMNATUYECKON

nto6oro TMna

dochopopraHn4ecKkne coeamHeHns
YeTbIPEXXSTOPUCTLIN yrnepos
MbILLbSKOBUCTbIE COeANHEHNS
opraHu4yeckue pactBopuTenm
[IBYOKMCb yrnepoaa

3TaHoN

CTPUXHUH

a-AUHUTPODEHON

16.MopTanbHas runepTeH3nsa MoXKeT BO3HUKHYTb BC/ef-
cTBMe: (2)

1) NeBOXenyao4YKOBOM CepAevHOM HeJoCTaTOHHOCTH

2) NpaBOXenygo4yKOBOW CEPAEYHON HeAOCTaTOYHOCTH

3) HanoXeHus NOPTOKaBalbHOrO aHacToMO3a

4) uuMppo3a nevyexu

5) runosonemuu

17.UmMppo3 neyeHUM Yawe nMNPUMBOAUT K pas3BUTUIO
KOoMbI: (1)

1) ne4yeHOYHO-KNETOYHOro TMNa

2) 3H3MMONaTUYECKOro Tuna

3) LWyHTOBOrO THMNa

18.06pa3oBaHue acuuTa Npu LLMppo3e neYyeHn oGycoB-
neHo: (3)

runoanbbyMmuHemuen

runepanbbyMmMHemMuen

BTOPMYHbBIM rMnepanbaoCcTeEPOHU3MOM
rmnosutammnHosom A, D, E, K

rmnepdubpUHOreHeM1en

nopTanbHOM rMNepTeH3Men

Qo0 E

19.Kakue coeguHeHUs o6nafaloT BbipaXK€HHbIM TOKCHU-
YeCKUM AelNCTBUEM Ha OpraHu3m: (2)

1) 6unMpybuH NPSMOKN (KOHBIOrMPOBaHHbIN)

2) 6UIUPYOUH HENPSMOM (HEKOHBIOTMPOBAHHbIN)

3) KenyHble KUCNOTbl

4) ypoBGuUInHOreH
5) cTepKobunmMHoreH

20.B KMHUYECKHU BbIpa*K€HHOW CTafUMU KeNTyXU neye-
HOYHO-KJIETOYHOIr0o TUNa B KPOBU U B MO4e ucyesaeT
YPOOUJIMHOreH, noTomy 4Tto: (1)

1) HOpManu3ylTcs 3axBaT M pas3pylleHne ypobuanHoreHa
renatouuTamm

2) HapylwaeTcs BblaeneHne 6unmpybunHa B KULWEYHMK

3) yxyAwaeTtcs BcacbiBaHME YPOOUIMHOTEHA B KULLEYHUKE

21.Bbpaaukapauio npu xoaemMuu Bbi3biBaloT: (2)

1) aKTMBauuMsa napacMMnaTUYeCKUX BAUSHUI Ha cepaue

2) 6noKaga NpoBeAeHWUs UMIMY/bCa MO HOXKaM ny4vka [Mca

3) npsimoe OENCTBME KEN4YHbIX KUCAOT Ha CUHYCHO-Npea-
cepaHbIn y3en

4) aKTMBauus MexaHM3ma MOBTOPHOro BXoAa WMMynbca
B CMHYCHO-NpeacepAHbIN y3en

22.4Ana MexXxaHU4YeCKOM XEeNTyXu XxapaKTepHbl: (4)
1) noHuxeHue AL

2) nosbiweHne ALl

3) MOHWMKEeHUEe CBePTbIBAEMOCTU KPOBH
4) 6paguKapaus

5) TaxuKkapaus

6) xonemus

OTBETbI K K/IMHUKO-JIABOPATOPHbLIM 3A[JAYAM

3apaval

3aK4yeHne: napeHxumarto3dHasa (NeYyeHOYHO-KIEeTou-
Has) xentyxa (0 4YemM CBUAETENbCTBYET HanMyne B KPOBMU
AJIT n ACT), ctagus | (06Hapy*KeH YpOOGUINH B KPOBU U MOYe,
B HOPME He BbISIBASEMbIN PYTUHHLIMW METOAaMW KIAWHUYE-
CKMUX nabopaTopuit).

3apava 2

3aK4yeHne: napeHxumarto3dHasa (NeYyeHOYHO-KIEeTou-
Has) KenTyxa (Hanuuune B Kposu AJIT n ACT); ctagusa Il (nme-
€TCA XONEMUS U axonus).

3apavya 3
3akntoyeHure: 06TypaLnoHHas (NoanedYeHoYHas) KenTyxa
(MMeeTcsa xonemusi, OTCYTCTBYIOT KOMMOHEHTbI }KeN4n B Kane).

3apavya 4

3aKa4yeHre: reMonuMTmyecKasa Xentyxa [yBenuyeHue
B CBSA3M C reMOSIM30M 3PUTPOLIUTOB YPOBHS KEMYHbIX MUT-
MEHTOB B KpOBM (6UnnpyburHa, ypobunnHa, CTepKkobunumHa),
Moye (YypobununHa, CTepKobWIMHA), SKCKPEMEHTaX (CTEpKO-
6unuHa)l.

BAPUAHTbI OTBETOB K CUTYALIUOHHbIM 3AJAYAM
K 3apaue 1

1. Y C. B CBAA3K C HapylleHneMm xenvyeobpasoBaTe/ibHOM
W KenyeBblaenutenbHon GyHKUMM nedveHu HabngatT-
csl AMcnenTUYecKne paccTpomcTBa (TOWHOTa, OTPbIKKA,
pBOTa, CyXOCTb BO PTY, HEYCTOMYMBbIN CTY/l, METEOPU3M).

2. XentywHoe OKpalWBaHWE KOXW MOXKET He COMpoBO-
OATbCSH KOXHbIM 3yAoM. JTO Habnogaercs B TeX Chy-
yasix, Korga HapyleHue obMeHa 6unmMpybuHa He coye-
TaeTcs C HapylweHWeMm KenyeBblaenutenbHon GyHKuuu
neyeHu (Hanpumep, NP1 3H3UMOMNATUYECKUX U TEMONN-
TUYECKUX KENTyxax).

3. [a, otaenbHble AUCrNenTUYEeCKMe pacCTPONCTBa, KeNTyxa,
yBennyYeH1e nevyeHn Becbma 4acto B3aMMOCBA3aHbl, Kak



M B AaHHOM cny4ae. [puYrMHOMN 3TOro ABASeTCs nopaxe-
HWE MevyeHu, COMPOBOXKAAOLLIEECS HapylleHWeM B Hen
NPOLLECCOB Ken4eobpa30BaHUS U KeNnyYeBblaeNeHus.
MpAMbIX NPU3HAKOB HapylleHus PyHKUMKU nedeHun y C.
HeT. Bce oCHOBHble GYHKLUMOHaNbHbIE MOKasaTenn ee
B HOpME, 3a UCKOYEHNEM MOBbIWEHHOIO YPOBHS 06Le-
ro 6unupybuHa. lenatonneHanbHbIM CUHAPOM MW XKen-
TYWHOCTb MOrYyT ObITb KaK NpW MopaxKeHWM NeyveHu, Tak
W npu gpyrux dopmax natonoruu (Hanpumep, Npu remo-
JIMTUYECKOM aHEMMUM UM OMYXONSX ABEHAALATUNEPCTHOM
KULLKM.

[ns yTOYHEHUS 3aKI0YEHMS O MATONOMMYEeCKOM npoLiec-

ce y C. He06X0AMMbl aHann3bl KPOBM U MOYM, a TaKKe

ynbTpa3BykoBoe wuccnegosaHue (Y3M) nedveHu. Takue

[aHHble 6bln NoMyYeHbl:

e QaHanu3 Kposu: a) Hb 92 r/n, aputpouutbl —
3,15%10%2/n, petukynouutsl — 15%; 6) Ma30K
KPOBW: aHU30LMTO3, MOMKUIOLMTO3, MUKPOLIUTOS,
chepoLmTos; B) OCMOTUYECKAs PE3UCTEHTHOCTb 3PU-
TPOLMTOB CHUMKEHA;

*  OUOXMMWYECKUIN aHaIM3 KPOBU: NPsSMoOn GUNNPYOGUH
0,25 mr%, ACT, ANIT 12 ME; xonnHacTepa3a B HOPME;

e aHanmM3 Mmo4u: o6bem 1450 mn, ya. Bec 1,028, uget

TEMHbIW; GENOK, INIOKo3a — HET; peakuus Ha Hb
NONOXNUTENbHAA, KeNyHble MUIrMeHTbl (YPOBUIUHO-
reH) — HeT.

e Y3U nevyeHu: HEe3HAYUTENbHO YBEMYEHA, XKeN4YHbin
ny3blpb 6€3 0COGEHHOCTEN, MPU3HAKOB XosecTasa
HeT.

C y4eTOM [JOMNONAHUTENbHbIX AaHHbIX €CTb OCHOBAHMS YT-

BepAaaTb, 4TO GYHKLIMM NMEYEHU CYLWLECTBEHHO HE Hapy-

WweHbl. MnepbunnpybuHemua obycnoBfieHa yBENNYEHHU-

€M YPOBHS HEMNPSMOro 6UnnpybuHa; roKypoHU3aLmen

61nnpybuHa, ero BolBEAEHUEM B XKeN4yb, XOTH NPU 3TOM

TpaHchopmaLunsa ypobunnHoreHa He HapyuweHa. Coxpa-

HeHbl M Apyrve GYHKUMKW NeYeHu: cUHTe3 6enKka, Xonu-

H3CcTepasbl; yHacTMe B o6MeHe yrneBoaoB. HopmMasbHbIN

ypOBEHb NeYeHOYHbIX GEPMEHTOB B KPOBM, HOPMasibHas

nevkorpammMa 1 CO3 nNo3BoASAOT UCKIOYUTL NOBPEXKIE-

HWS renaToumToB.

Y C. Hagne4yeHo4YHas (reMofiMTu4ecKas) entyxa. 3to noa-

TBEPXKAAETCA HAIMYUEM YMEPEHHOM HOPMOXPOMHOM aHe-

MUKW TMNeppereHepaTopHoOro Tvna, Bbi3BaHHOM reMonu-

30M 3pPUTPOLUTOB. ECTb OCHOBaHMUS CYUTaTb, YTO aHEMUS

y C. reMofIMTU4ecKoro reHesa. [JokasatenbCTBOM 3TOMY

CNy)KaT HW3Kas OCMOTMYeCcKas Pe3UCTEHTHOCTb 3PUTPO-

uMTOB, Hannyne Hb B Moye, 06HapyKeHne B Ma3Ke KpoBK

aHM30UMUTO3a, NOMKUIOUMTO3a, MUKPOLMTO3a, chepoLu-

T03a. COBOKYMHOCTb FEMaTONOMMYECKMX U KIMHUYECKKX

NPM3HaKOB MO3BONSET CAeNaTh 3aK0YEHNE O Pas3BUTUM

y C. reMofIMTU4YEeCKON HacneaCTBEHHON aHEMUN.

K sapaue 2

dputema najoHen Bbl3BaHa WM3MEHEHWEM CTPYKTYpbl
CTEHOK MWKPOCOCYAOB, B TOM 4MCNe C pacluMpeHuem
Kanunnspos, YyTONWEHNEM aABEHTULMM BEHYN U CYXKEHM-
€M WX NpocBeTa (TeneaHrnakrasnm). CTpyKTypHble nsame-
HeHWst 06yCNOBJIEHbl B OCHOBHOM U36bITKOM 3CTPOreHOB.
O6bI4HO 3TU CMMMNTOMbI MOSIBASIOTCS MNPU AUCTpOdUYe-
CKMX NOParKeHUSX MevyeHu, T. K. renaToumTbl yTpaymBatoT
CMOCOBGHOCTb MHAKTUBUPOBATb CTEPOUAHbLIE FOPMOHbI.

2. TpuynHaMn nopTanbHOW FMMNEPTEH3UM M acuuTa ABASA-

I0TCA: @) ANUTeNbHOE MOBbIWEHWE CUCTEMHOIO BEHO3-
HOrO AaBNEHMS MPU MPaBOXKENYAOYKOBOW HefoCTaTou-
HOCTM cepaua. BeHO3HOe MOMHOKPOBME NeyvyeHn Beget
K AUCTPOPUYECKMM M3MEHEHUSM B HEW U OECTPYKLUK
CTEHOK MMKPOCOCYZOB B CBSI3W C pa3BUTMEM CKIepo3a
neyeHu (umpposa); 6) npsaMoe noparKeHue napeHxmmbl
neyeHu (BUMPYyCHOE, TOKCMYECKOE, anKorosibHOE), 3aBep-
Wwatouieecss AeCTPYKUMER 3HAYMTENbHOro KofMyecTBa
renaTtounToB U PasBUTUEM LIMPPO3a NeveHn. ITo genaet
HEBO3MOXHbIM HOPMasbHOE NMPOXOXKAEHWE KPOBUM Yepes
neYyeHoYHble Kanunnsapbl, 4TO MPUBOAWUT K BEHO3HOM
rMNepeMmnn B CTEHKAX KMULIEYHMKA. HapyleHue TpaHc-
KanunnsapHoro o6mMeHa 06yCNoBAMBAET BbIXOJ XUOKOCTH
M3 MUKPOCOCYAOB M HaKomnaeHue ee B 6GPIOLWHON NONOCTH
(pasBuTHe acuuta). BropmyHble nocneactBua pasBUTUSA
acuuTa 3akK/1i4valoTcs B YMEHblUEHMM obuero obbema
LMPKYMPYIOLWEN KPOBK (TMNOBONIEMUS), MEXAHUYECKOM
cOaB/ieHUM OpraHoB GPIOLWHOM NO0CTHU, POPMUPOBaHUMK
NOpTOKaBa/ilbHbIX aHACTOMO30B (BCMeAcTBME MopTalb-
HOW FMNEPTEH3UN).

[a, y K. ecTb TUNU4YHbIE NPU3HAKM NEYEHOYHON Heno-
CTaTOYHOCTU: HapylweHne 6en1KoBOro obmMeHa (runoasb-
6YyMUHEMMUS, TUMNOOHKWUS KPOBWM, OHKOTUYECKUE OTEKMW);
MOHWXEHWE YPOBHSA MNPOTPOMOMHa (HapylleHue cBep-
TbIBAEMOCTU KPOBW); CHUMKEHUE CUHTE3a XONecTepuHa
W XONMHICTEPaA3bl; HU3KWUIA YPOBEHb MOYEBWUHbI B KPO-
BW; MNOBbIWEHWE codepxKaHua O6unupybuHa (npsmoro
M HEMpsIMOro) B KPOBW; HajMyMe KOMMEHCUPOBAHHOIO
HerasoBoro auuao3sa.

CaxapHbli gvabeTr y K. MOXHO WMCKIOYUTb, T.K. HET
HW OAHOrO ero KapauvHanbHOro Npu3HaKka. BospactaHue
YPOBHSI KETOHOBbIX Te/l 06YCNOBMEHO HapylweHUeM WX
MeTabo/iM3Ma B MeYEeHOYHbIX KieTKax. MOXHO WCKIo-
YUTb TaKXe W OCTpbln renatuT: y K. HeT nuxopanku
W nemkountosa. B To ke Bpems B HalIW4MuM NPU3HaKK
NOBPEKAEHNSA MEYEHOUYHbIX KIETOK HEBOCMANWUTENbHOIO
XapaKtepa: yBenuM4yeHUe U YMJAOTHEHWE MeyYeHu, pac-
LUMPEHME BOPOTHOM BEHbI, BEH MULLEBOAA, CHUXEHME
6apbepHOn GYHKLMK NEYEHU, YTO TUMUYHO A8 UMppo3a
neyeHu. B Lenom, yuuTblBas U HEBPOSIOTMYECKUE U3ME-
HEHWS, eCTb OCHOBAHWS rOBOPWUTL O pa3BuTUK y K. npe-
KOMaTO3HOro COCTOSIHUS.

OTBETbI K TECTOBbIM 3AAAHUAM

1—2,357 | 2—1,34,7,8 3—1,2
414 5—2 3,6 6—2,4,56,8
7—3 8—1,34 923,46

10 — 2,4, 6, 11— 1,3, 4,

78 6.8 122,57
13— 1,2 3, 15— 1,2 3,
5,7 14—1 4,6
16 — 2,4 17 —3 18— 1,3,6
19 —2,3 20 —2 21—1,3

22 —-1,3,4,6
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