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AUNATHOCTUYECKAA POJIb OTAEJIbHBIX CUHAPOMOB U CUMNTOMOB
B CEMUOTUKE OCTPbIX MOPOUPUIA

MNycrosowr A.C., lanctan M., CaBueHko B.I.
OIBY lfemaTonornyeckmin HayuHbin LeHTp MuH3gpasa Poccun, MockBa

Pe 310 Mme. B HacTosLlee BpeMsi pe3ynbTaThbl JIeYeHNs HapylleHuin nopdrpruHoBoro obmeHa B Poccum
YOOBNETBOPUTENbHbIMY Ha3BaTb HeNb3A. B nepByto ouepeab 310 KacaeTcsa ocTpbix nopdupui (ON), nmetowwmx
JpamaTnyeckoe TeueHue C HepefKUMK neTanbHbIMK ncxoaamn. BaprnabenbHocTb passutna Ol n nx mumu-
Kpus nof apyrue 3aboneBaHuUs 3aTpyLHAOT ANATHOCTUKY 1 ABNAIOTCA MPUYMHOM HECBOEBPEMEHHOIO Hayana
neyeHns. AHanu3 6onee cta KnMHUYecknx cnydaes Of, HabnoaaBWKXCA B [eMaTONOrMyeckom HayuyHoOM LieH-
Tpe (MockBa), No3BoONAET roBOpUTb 06 ONpPeaesieHHON 3aKOHOMEPHOCTY Pa3BUTUA cumnTomaTrkn npw ONl. B
CTaTbe PacCMOTPEHbI pa3Hble BapraHTbl TeueHus O, 06cyKaeHbl CUMNTOMbBI Y CUHAPOMbI, PeACTaBnsAoLmne
KnrHuueckyto kapTuHy O, caenaHa nonbiTka onpeaeneHna AMarHoCTUYECKON 3HaUMMOCTU HEKOTOPbIX CUH-
[POMOB.

KnioueBble 0 Ba:nopdnpus; CeMMOTMKA; ANArHOCTHKA.

DIAGNOSTIC ROLE OF SOME SYNDROMES AND SYMPTOMS IN THE SEMEIOTICS OF ACUTE PORPHYRIAS
Pustovoit Ya.S., Galstyan G.M., Savchenko V.G.
Hematological Research Center, 125167, Moscow, Russia

Summ ary. The results of modern therapy for porphyrin metabolism disorders cannot be regarded as
satisfactory. This is so for primarily acute porphyrias (AP), characterized by a dramatic course with not infre-
quent lethal outcomes. The main diagnostic difficulties consist in variability of AP development and their
mimicry when they simulate other diseases, which impedes the diagnosis and early therapy. Analysis of more
than one hundred clinical cases (AP patients observed at Hematological Center) has suggested an algorithm
of symptom development in AP. Variants of AP course are described, symptoms and syndromes presenting its
clinical picture are discussed, and an attempt at evaluation of the diagnostic significance of some syndromes

is made.
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Ocrpsie nopduprn (OIT) — rpynmna reHeTHYeCKU eTepPMHUHH-
POBaHHBIX 3a00JIEBaHMU, aCCOIMUPOBAHHBIX C IUKJIOM OHOCHH-
Te3a rema [1], UMerOmuUX 0CTpoe HaYal0, UHAYIIUPOBAHHOE pa3-
JIMYHBIMH 3K30T€HHBIMH 1 9HJIOT€HHBIMH (aKTOpaMH, U MPOTeKa-
JOLIMX C MPEUMYIIECTBEHHBIM MOPaKEHHEM HEPBHOM CHCTEMBI.

I'pynna OIT mpezcraBieHa MATHIO HO30JOTHYECKUMH (op-
MaMH: ocTpast nepemesxatomasicss nopupust (OIIII), nacnen-
crBenHas konpomnopdupus (HKII), BapueratHas mopdupwus
(BIT), mopdupus, oOycioBieHHas ICPHUIUTOM JETHApaTa3bI
d-amuHoneBynuHOBO# kucnotsl (8-AJIK), u X-cuerienHas jio-
MUHaHTHas nporornopdupus. HacnenoBanue MoxeT OBITH Kak
JOMHMHAHTHBIM, TaK M PELECCUBHBIM. [IeHEeTPaHTHOCTh TCHOB,
npuBoamux k passutuio OII, He Bbicokas. IIpu Hanbonee ya-
croii popme -- OIIIl meHeTpaHTHOCTH MOPGHOOHIMHOTEHIE3a-
MHHAa3bl cocTaBnseT He oonee 15%. Yactora MaHu(ECcTHPOBaB-
mux kauHuueckux ciaydaes OITIT 1:10 000, uto comocTaBUMO
C 4acTOTOH BCTPEYAEMOCTH OCTPBIX MUEIOUIHBIX JIEHKO30B, U
OIIII yxe HEe paccMaTpHUBaeTCs KaK peAKoe SBIeHUE. ACHMITTOM-
Hoe HocutenscTBo OIIIT mpencraBieHo ene Mmupe U AOCTUTAET
1:2000--1:3000 nacenenus. [pyrue dopmsr OIl BcTpewarorcs
HecKoIbKo pexe [2]. [lpuBenennast craTucTka MOKa3bpIBaeT aK-
TYaJIbHOCTb IIPOOJIEeMbl CBOEBPEMEHHON AUAarHOCTHKU U Npodu-
JIAKTUKH HOBBIX CiIy4aeB 3a0osieBanus [3].
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OcTpble NPHUCTYIIBL, 32 PEIKUM HCKIIOYEHHUEM, HE HMEIOT
CHOHTAHHOTO 0OPaTHOTO Pa3BUTHUS U MOTYT OBICTPO MPHBOIHUTH
K TSDKEJIBIM OCJIOKHEHUSIM U JIETaIbHOMY ucxony [4-6].

C y4eroM Takoil OCOOEHHOCTH TEYEHHS IPH JUArHOCTHUKE
u nedenun OIl Bpauy HeoOXOmMMO OBICTPO MPHHUMATh MaKCH-
MaJIbHO 3 QEKTUBHBIC PEIICHHS.

B nocnenHue roapl BorpocaM HapylleHHH TOPQHUPHHOBOTO
oOMeHa CTaly ynessiTh 3HaUYUTENbHO Ooyblle BHUMaHUs. [ua-
THOCTHUYECKasi HaCTOPOXEHHOCTh Bpaueil Bo3pociia. DTO MpH-
BEJIO K YBEJIMYECHHUIO JIMAarHOCTUKHU MEPBUYHBIX ciiydaeB B PD.
Ceronns B ['emaronornueckom Hayanom reatpe (I'HLI, Mockga)
BBISBIISIIOT HE MeHee 10 HOBBIX OOJIBHBIX B TOA TONBKO € OCTPBIMHU
dbopmamu.

TeM He MeHee B HacTodAllee BPEMS MEAMLUHCKYIO ITOMOIIb,
OKa3bIBaeMyI0 OOJBIIMHCTBY TAaKMX OOJNBHBIX, €Ille HEIb3sl Ha-
3BaTh aIeKBaTHOI1 [4, 7]. [Inoxue pe3yabTarhl I€UEHUS SBISIFOTCS
CJICICTBUEM OTCYTCTBHSI HHPPACTPYKTYPhI TIOMOIIH OOJBHBIM C
penxoit HacnmencTBeHHOM martonoruei B menoM u ¢ OIl B wact-
HOCTH U TIPEJCTABISAIOT co00i KOMIUIEKCHYIO npoOiiemy. Tpya-
HOCTH, CBSI3aHHBIE C JJUATHOCTHKOM U JICYEHHEM, B TIEPBYIO OYe-
penb, 0OyCIIOBIEHB! HU3KHM YPOBHEM 3HAHHH Bpavyed 0 penKux
HACJIEAICTBEHHBIX OOJIC3HSIX.

ObvexmugHble npUdUnbL HUKOU IPDEKMUSHOCU BPOBOJU-
Moeo aeyenus credyiouiue:

naroreHernueckas tepanus OIl, HampaBieHHass HA UHTHOU-
pOBaHHE CHHTE3a TOP(GUPHUHOB, HA3HAYAETCSI CIIUIIKOM IO3/HO;

MIPOBOAMMOE B OTE€UECTBEHHBIX KIMHHUKAX JICUEHHE HE aJleK-
BaTHO TSHKECTH COCTOSIHUS OOJILHOTO U B 1I€JIOM IOYTH HE 3aTpa-
T'HBAeT NaTOreHETUYECKHE 3BEHbsI 3a00JIeBaHMS;

Ha3HaueHHE JICKapCTBEHHBIX IIPEraparoB, 00JaJaoIINX
NopUPUHOTEHHBIM AeHCTBHEM, T.€. NIPENaparoB, SBIISIOLINXCS
WHAYKTOpaMH cucteMsbl nutoxpoma P-450, mpuBoaut k o6octpe-
HUIO W MaHU(eCTalu 3a00JIeBaHHS.

Jlmarnoctuyeckye OmMMOKY M HEPABUIIEHO BHIOPAHHAS TaK-
THKa JIUCHUS B 1e010Te 3a001€BaHNUs, 3aK/IaAbIBAIOT OCHOBY JUIS
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IUIOXOro Hcxofa Oosie3HM B JanbHeiimeM. Ha panneil cramum
0OJIE3HHU 0 COYETAHUIO HECKOJIBKUX, HEPEIIKO HE UMEIOLIHX JIO-
TUYECKOM B3aMMOCBSI3U CHMIITOMOB, TPYAHO 3armomo3puth OIl.
BOHbeIe, Haxogdamuyecss B CTalluoHapax ¢ O]_I_II/I60‘{HLIMI/I Jaua-
THO3aMH, IOJY4aloT HEaJeKBaTHOE JIEYEHHUE, BCIICACTBUE YEro
HEBPOJIOTHYECKHE HapyIIeHHsT OBICTPO Mporpeccupyior. Hazna-
YeHHe Mpemnaparos, 3anpeniéHubx npu OIl, mpuBoauT k HEOO-
paruMoMy HapyUIeHHI0 0OMeHa NOPQHUPHHOB, B CBA3H C YEM CO-
CTOSIHUE OOJIBHBIX JPAaMaTHYECKH yXyAIIaeTCs

Amnamu3 anamuesa 163 6onpHbix OI, HaXOAMBINIKMXCS Ha Jie-
yennn B ['HII, moka3an, 4To Ha MOCTaHOBKY IMarHo3a B pEruo-
HAJIBHBIX MEJULIMHCKUX YUPEXKICHUIX 3aTpadyuBajocs oT 7 1o 50
u Oonee nHel. K 3TOMy BpeMeHH y MalMEHTOB YK€ OTMEYaIoCh
TMOSIBIICHNE TSDKENBIX OCJIOKHEHHH, TpeOOBaBIIUX UIUTEIBHOTO
MpeObIBaHKS B CTAMOHAPE U HHTEHCU(UKAIIMH JieueHus [6, 8—10].

B Takux ciry4asx 61aromnoiydHslil ncxon 3a00eBaHus OIpe-
JIEJISIETCSl BOBMOXKHOCTBIO 3(QEKTUBHOTO KYIMUPOBAHUS TOKCH-
yeckux 3(dexkToB mophUpUHOB U IpaguKaluid HHOEKIIHOHHBIX
ogaroB. COCTOSIHUE TALMEHTOB OOBIYHO TPeOyeT MpPOBEACHHS
WHTCHCUBHOM TEpaniy B TEUCHUE HECKOJIBKUX MECSIICB.

B crpanax c pa3BuToil ”HQpPACTPYKTYpOI MOMOIIM OOJIBLHBIM
OIl neuenne HAYMHAIOT HE TO3IHEE 4-TO AHA OT HaYajla MPUCTY-
I1a, YT0 MUHUMU3UPYET PUCKU JUI OOJIBHBIX U CPOKH HEOOXOIH-
MOTO JICYEHHSI.

Ienp HacToOsIeH pabOTHI — AKIEHTUPOBATh BHUMAHUE HA
ocobenHocTsx maroreHe3a OIl, 3HaHHE KOTOPBIX NOMOXET B
i hepeHInanbHON THaTHOCTHKE.

Jns Bcex popm OIT xapakTepHBI:

* 0CTpOE, HHAYLIMPYEMOE HAYaso;
* ObICTpast Iporpeccus;
* MOMUMOP(HOCTD KIMHIMYECKOH KapPTHHEL.

NmenHo pa3noobOpasue nposiienuii OI1 coznaet miumro3mio ee
nox apyrue 3abonesanus [11, 12]. Onnaxo Bepudukauus OIl He
TaK CJIOXHA, KAK KaXXeTCs Ha MepBbIi B3I Y Kaxmoi Oone3Hu
€CThb CBOI CTEPEOTHIT PA3BUTHS, OTIIMYAIOLINH €€ OT JPYTHX HO30-
soruii. CyIiecTByIOI1e MAaTOTeHETUUECKUE IIyTH 00yCIOBIUBAIOT
orpezieeHHbIe 3aKOHOMEPHOCTH pa3BUTUs cumnromaruku OIN.

VYcaosuo Teuenue OIl MOXHO Moapa3genuTs HA TPU MEPH-
olla: MPOAPOMAaIIbHBIN, HavyaJbHBIH M Pa3BEPHYTOTO TEYCHHS.
Jns xaxxaoro meprona 00Je3HU XapaKTepHBI CBOM CUMITTOMBI
[10, 13].

JIist mpopoManbHOTO NEPUOA XapaKTEPHBbIL:

* 3a110pHl;
* TaxUKapIus;
* YMOLIMOHAJIbHAS TAaOMIIBHOCTb.

K rpymie ciMIToMOB Ha4aaIbHOTO TIEPHOIA CTAIMH OTHOCSITCS:
* TaXUKaAPIIHs;

* SMOIMOHAJIbHAS JaOWILHOCTh, IOBEICHYECKHE HapYLICHUS
[14, 15];

* 3aTI0pHI;

* TOLIHOTA;

* pBOTA;

* a0IOMUHAJIBHBIN CHHIPOM;

* apTepuanbHas TUIIEPTeH3NUS;

* CEHCOPHO-MOTOpPHAs TIOJIMHEHPOTIaTus;

* U3MEHEHUE OKPACKU MOYH;

* cyOdeOpuuTeT.

Yepes 20-30 quel, eciu matoreHeTHYecKas Tepanus He po-
BOJIMTCSI, IOSIBIISIETCS] CHMIITOMAaTHKA, XapaKTepHas Ul eproaa
Pa3BEPHYTOTO TEYCHUSL:

* HapylIeHHEe PYHKIMU Ta30BbIX OPraHOB;

* SMIENTU(OPMHBIE TIPUCTYIIBI U CYTOPOTH;

* raJuTIOLIMHAIMY, Open [16];

¢ r'UnoHaTpueMus;

* KOMa;

* [Iape3 YeperHO-MO3TOBBIX HEPBOB, B IEPBYIO ouepe/ib Oynnoap-
HOU TPYyINIIbI;

* TapaJoKCaJbHOE JIBIXaHHWE BCIENCTBUE TMape3a nuadparMsl U
MEKXpeOEPHBIX CKEJIEeTHBIX MBIIII, Pa3BUTHE OCTPOM JbIXaTellb-
HOM HEZOCTAaTOYHOCTH.

PazneneHne CHUMNTOMOB Ha PaHHHE W TO3IHHE OTPAXKAET
OIIPE/ICIICHHYI0 CTYIEHYATOCTh BO3HUKHOBEHUS KIMHUYECKUX
nposiBiieHni 3aboseBanus (puc. 1). IosBneHue mo3qHUX CUM-
MITOMOB OTJIMYAETCS HE TOJNBKO 110 CPOKAM MX BO3HUKHOBEHHUS OT
Hayaja 3a00JeBaHMs, HO ¥ MO MPOIODKUTELHOCTH HX MPOSIBIIE-
HUS B KIIMHWYecKoi kapTuHe npuctyna OIT (puc. 2).

OO0bIuHO 1e010T 3200J1€BaHUs CBA3BIBAIOT C MOSBICHUEM 00-
JIei B JKUBOTE, COMPOBOXKIAEMBIX TOLIHOTOM, PBOTOH, M OKpa-
LIEHHBII B KpacHbIN IIBET MO4U. TeM He MeHee, NeTaIbHbIN aHa-
nu3 6onee 100 KIMHUYECKHUX CITyYaeB MO3BOJSIET BBICIUTD, TAK
Ha3bIBAEMBIH, «IIPOAPOMANBHBII» MEepHO OONIE3HH, B KOTOPOM
y OOJBHBIX OTMEYAIOTCS TAaXUKAPIHS, 3aI0pbl, SMOIMOHATbHAS
JTa0WIbHOCTE. [lepeuncienHas CHMIITOMATHKa, KaK MIPaBUIIO, HE
CHIDKAeT KaueCTBa )KU3HU OOJBHBIX, U K BpayaM C 3THMH KaJo-
0aMu OHH 4acTo He 00paIIatoTCs.

HHCTpyKTaX MAIIMEHTOB aKLEHTUPYET NX BHUMaHUE K Iepe-
YHUCJIICHHBIM CHUMIITOMAaM, IO3BOJIAsL BOBPEMSA 3allOAO3PUTH Ha-
yano npuctyna OIl u npuHATH NpeBeHTUBHBIE 3((EKTUBHBIE
MEpBHI JICYCHUS ellle Ha aMOyJIaTOPHOM dTare.

Ha puc. 1 1 2 MOXHO MpOCIEOUTh TUHAMUKY MPOSBICHUS

pa3IMYHBIX CUMITOMOB 1 cuHIpoMoB OIT.

MpogopomanbHbIn HavanbHbin
nepvioa nepvios

Mepwopg pa3sepHyTOro
TeueHus HBI JJ1s1 OOJIBIIMHCTBA CITyYacB.

HpI/IBCHeHHHe 3aKOHOMEPHOCTH XapaKTep-

I VY 8-10% OompHBIX OTMEYaeTCsl aTH-

CMHAPOM HeaaeKBaTHO

<4— Taxukapaus
OmMoumnoHanbHas
nabunbHoCTb

<— 3anopsl

<4— bonu B xuBoTe

<4— KpacHasi moya

<4— [Mapesbl

<4— TowHoTa, pBoTa
ApTtepunanbHas
rnepTeHaus
cekpeuun AOI

<4— BynbbapHble HapyLleHust

<4
<4
<

HapyLweHune dyHKLun
Ta30BbIX OpraHoB

| NMYHOE Te4deHhe, B JeOITe KOTOpPOro,
HaOMIONAIOTCS pa3HbIe COYETAaHHS CHM-
IITOMOB, CPEAUM KOTOPBIX MOTYT OBITH
CBOWCTBEHHBIC M JJISl MO3IHETO0 TECYCHHUS.
OOBIYHO TO TUIIOHATPUEMHUS], TAJUTIOIIMHA-
UK U CYAOPOKHBIN CHHAPOM.
OKCKJIIO3UBHBI ~ Xapakrep  MOXET
uMeTb MoHocuMnTomHOe TeueHue OIl,
HauboJiee CJIOXKHOE M JTMarHOCTHUKH.
YacroTa BcTpedaemocTH — 1-2% ciydaes.
Yame 3T0 ncHXuarpuieckas CHMITOMATH-
Ka, IMEIOMIas BAJIOE TeUCHHE.

n

[Mapes gpixaTensHoO

<— Mapes gnadparmel
MycKynaTtypbl

<«
<«

ITo mepe nporpeccun OII nosBisitoTCS

— | €= Manudecrauus

4—10 peHb 0 —1-11 AHK 20—40-1 aHn

MpoapomarnsHbIi I—} KnuHuyeckas cTtapgus 3aboneBaHus
nepvon

Puc. 1. Pacnpenenenne cumnromoB OIl BO BpeMEHHOM HHTEpBAJIE.

CUMIITOMBI, XapaKTEpHbIE I MO3IHEH
cTaguu 3a00JeBaHUS, W HEPEIKO BO3-
HUKAIOT OCIJIO)KHEHHUs, OOYCIIOBICHHBIC
ocobennoctamu marorenesa OII. K uuc-
Jy TaKUX CHCHH(PUUCCKUX OCIONKHEHHUI

KupHbiM mprhTOoM 0603HaYEHBI CUHIPOMBI, HIPAIOIIHE KIIOYEBYIO IUATHOCTHYECKYIO POilb B HubdepeHIManbHOM MOXHO OTHECTH OCTPYIO IBbIXaTCJIbHYIO

JUarHoCTUKE OIlu OLECHKE TSKECTU €€ TCUCHUA.
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1 xergnoro my3sips [ 10, 13]. Octpas
JIbIXaTeJIbHAsI HEI0CTATOYHOCTh Y 00JIb-
HbIX OIl HOCUT cMelmaHHBIH XapakTep
Y BO3HUKAET KaK BCIEACTBHE CIa00CTH
JIBIXaTEeJIbHOH MYCKYJaTyphl, Hapylie-

| OfH
[ HapyLieHuns dyHKUMM Ta3oBbIX
[ Bynb6apHble HapyLUeHus
[ TannouMHaummn
[ MonuHenponatus

CHc A

Hus (OTCYTCTBHS) KalllJIeBOTO peduiek- |
ca, acmupanuyd NpU IIOTaHHWH, TaKk M

KpacHasa mo4ya

Bonu B XmBote |

MpPUCOEIUHEHUsI NHEBMOHUHU. [Ipuum- |

3OMoLmoHanbHas nabunsHocTb |

HaMu ,Z[I/IC(I)YHKHI/II/I JKCJIYHOI'0 ITY3BbI- |

3anopsl |

ps MOTYT OBITh, IOMHMO ITOpPAKEHHUS I

Taxukapgus

€ro MbIIICUHON CTCHKH, IJIUTCIBHOC

TOJIOlaHUue  BCJCACTBHE HAapYILICHUS npoﬂﬁgg\fdaogb%'ﬁl
IJIOTAHUS, UIMTENbHOE IIapeHTepallb-
HOC MUTAaHHUC.

K cnenupuunsiv st OIT ociiox-
HEHUSAM OTHOCATCSA pa3HI/IqHOﬁ CTCIIC-
HU BBIP@XCHHOCTH mepudepruecKuit
BAJNBINA TeTpamapes3, GopMupYyIOMHMHCSA ¢ KOHLA BTOPOH He-
nenu oT nebrora 3aboneBaHus — 94% (mpu Hamboree 4acTo
BcTpedaemoit popme OIIIT — 99,2%); cunapoM HeaaeKBaTHOM
CeKkpelMy aHTuauypeTuueckoro ropmona (cHcAII) — 22,9%
(OIIIT 33,3%); mopakeHUe YEPETHBIX HEPBOB: HOABA3BITHOTO
(XII nmapa), no6aBounoro (XI mapa), 6myxxaatomiero (X mapa)
u s3pikoniiorouHoro (IX mapa) mpuBoguT K (HOPMUPOBAHHIO
Oynb6apHoro cunapoma — 44% (OIIIT 53,5%), nByxcTopoHHEe
nopaxenue aunesoro Hepsa (VII nmapa) — 41,7%; napymeHue
(yHKUMH Ta30BBIX OpraHoB — 49,7%; mape3sl guadparmbl
U CKEJIETHOW MexXpeOepHOW MYCKyJaTyphl, COMPOBOXKIAIO-
[IMecs Pa3BUTHEM OCTPOIl IbIXaTeNbHON HEI0CTATOYHOCTH —
11,6% (17,8%). ITomHbIi NEepedeHb CUMIITOMOB ¥ CHHIPOMOB
OIIl B nenoM, U A1 KaxA0d HO30710rHMUecKod (OpMBI B OT-
neiabHocTH (OINI, HKII, BIT) npeacrasnen B Taéauue. Cpenu
HUX Haunbosiee MPOOIEMHBIMU SIBIISIOTCS SBISIOTCS aOJOMU-
HanbHBIH cuHApOM (AC) u cHc AT

AC — 0IHO U3 CaMbIX SIPKUX U JUATHOCTHYESCKHU CIOXKHBIX
nposinenuit OI1. TTo ganusim T'HIL (MockBa), oH BcTpevaeTcs
y 86% GonbHbIX. Bo3nukHoBeHus: AC B neGrore 3a0oneBanus,
KOTJ]a Hepeako eme He ycraHoBieH amarao3 Oll, ero mecre-

YacToTa BCTpPEYaeMOCTH Pa3jJMYHbIX CHMITOMOB y 601bHbIX OIT
(mo manHbIM ['eMaToI0rHYECKOT0 HAYYHOr0 eHTPa, MocKBa)

Bonbubie 'HI] 3a nepuon 1996—2013 rr.

KnuHuyeckuii cuMIToM

U CHHIPOM a6c " cpenmee
3HaueHue, %

AOGIOMUHATBHBIN OIIIT (n = 132) 92,3
CHEIpOM BII (n = 14) 76,9 86,4
HKII (n = 10) 90

O6crunanys OIIIT (n = 132) 73,8
BII (n = 14) 28,6 60,8

HKII (n = 10) 80

Taxuxapaus OIIII (n = 132) 92,3

BII (n =14) 100 87,4
HKII (n = 10) 70
OIIII (n = 132) 99,2
BII (n =14) 92,8 94
HKII (n = 10) 90
Wsmenenue okpacku moun  OIIIT (n = 132) 89,4
BII (n =14) 78,5 79,3
HKII (n = 10) 70
CuHIpOM HeaJeKBaTHON OIIII (n = 132) 30,2
cexpern AT Bl (n=14) 143 21,5
HKII (n = 10) 20

CeHCOpHO-MOTOpHAs
TIOTMHEUPOTIATHS

10-1 20-n 30-n 40-1 50-n
[eHb [eHb [eHb [eHb OeHb

Puc. 2. OtpaxeHbl BpeMsI HOSIBICHUsI OCHOBHBIX CHHAPOMOB B KIMHHYecKkol kapTune OIl 1 uX IpogoimKu-

TEJIIBHOCTb.

IUGUIHOCTD, BRIPAXKEHHOCTD O0JICH B )KHMBOTE HEPEKO HATA-
KHMBAIOT Bpadeil Ha MBICIb 00 «OCTPOM JKHBOTE», YTO MOXKET
MPUBECTH K OMIMOOTHBIM JICHCTBUSAM, KOTOPBIC YTSKEIIIOT CO-
cTosiHue OONBHBIX. JlamapoToMus, omepaTHBHbIE BMENIATEb-
CTBa, XUpypruyeckas TpaBMa TKaHel, COMpOBOXKIaeMasi FyMO-
paNbHBIM BEIOPOCOM, UCTIONB30BaHUE TIPH AHECTE3HH, a TAKKe
B MOCIEONEPANMOHHOM MEPUOJe MPEnaparoB, MPOTHBOMOKA-
3aHHBIX JJI51 00JIBHBIX TTOpGUpHeH (B YaCTHOCTH aHECTETUKOB,
AHTHOUOTUKOB U Jp.) MOTYT MPHUBECTH M MPUBOIAT K (Dyib-
MuHaHTHOMY Tedennto OIl, npaMaTHueckoMy YXyALIEHHIO CO-
crosiHus 6onbHoro. B nebiote OIl y 46% GonbubIX ¢ AC BBI-
MOJIHAIOTCS XUpyprudeckue Bmernareasctsa (puc. 3). IToaro-
My TIpU HaMu4uK y 60apHOTrO HesicHoro AC ciieiyeT TOMHHUTD
00 OII u mpr He0OXOIMMOCTH ONEPATHBHOTO BMEIIATEIbCTBA,
HCIOJIb30BaTh HEMOP(UPUHOTEHHBIE IIpenapartsl. B 1o xe Bpe-
Msl J1a)ke TpY IUIaHOBBIX BMEIIATEIbCTBAX C MCIIOJIb30BAaHHEM
3apaHee Moj00paHHbIX JIEKAPCTBEHHBIX Mpenaparos, He 00Ja-
JAIOIUX NOPGUPHHOTEHHBIM IeHCTBHEM, OTMEYAETCsl YBEIH-
YeHHE KOHLEHTpalUi MeTa00IUTOB MOPGUPHHOBOTO 0OMEHA
(puc. 4).

Bonu npu AC, o6ycnosnennoM OI1, BO3HUKAIOT BCIEACTBUE
HEBOCHANUTENBHBIX TpoueccoB. Cpeau BO3MOXHBIX MPHYNH
BO3HUKHOBEHHUSA 00JIeii B )HUBOTE Haubolee BepoaTHsI [17]:

* MIIeMHs MeTelb KUIISeYHNKA, BO3HUKAIONIAsl BCIEICTBUE Ba-
30KOHCTPHUKIIMH ME3EHTEPHAIBHBIX COCYIOB, OOYCIOBICHHOM
TUTnepKaTexoJaMmuHeMuei [2];

* JIEMHUEIMHHU3AIMS BETBEH UYPEBHOTO CTBOJIA O-aMHHOJIEBYITH-
HOBOW KHCIIOTOM, MPUBOIAIIAS K HAPYIICHUIO HHHEPBALIMH BUC-
LepaJbHbBIX OpraHoB [18].

Hwxe mpeacraBieH mepedeHb KIMHUYECKUX MPU3HAKOB,
C TIOMOIIBI0 KOTOPBIX MOXXKHO INpoBecTH AupPepeHIHaIbHYO
nuaraoctuky AC nipu OIT oT Ipyrux COCTOSIHUIA, COMPOBOXKIAI0-
muxcst 0oysMu B skuBoTe [13].

UzBectHble knmHnyeckue 4eptol AC npu OI1:

* 0OJHM B )KUBOTE HE UMEIOT YETKOH JIOKAIHU3AIMU 1 HEPEIKO HO-
CSIT MUTPUPYIOIIUI XapakTep;

* OsIBNIEHUE 00JIel YacTO OTMEYAIOT B AIIUTAaCTPaIbHON HIIH OKO-
JIONMYTHOYHO# 00NacTsIX;

* HIHTEHCUBHOCTH 00JIei OBICTPO HapacTaer;

* OpIOIIIHAs CTEHKA BBIMUPACT 3a CUET Mape3a NeTellb KUICYHNKA,
MepUCTANIBTUKA KUIIEYHUKA HE ONPEACIISCTCS;

* 0OJIU B KMBOTE COMPOBOKAAIOTCS JATUTEIBHBIM 3aI0OPOM, BCET-
Jla IPEIIIECTBYIOMUM UX TOSBICHHIO;

* 6OJIU B )KUBOTE COMPOBOXKAIOTCS TOITHOTOW W PBOTOH;

* OOJTH B )KMBOTE CONPOBOXKIAIOTCS YBETHMUCHHEM 3HAYCHUH aMU-
J1a3bl KPOBH,

* iput AC OTCYTCTBYIOT CHMIITOMBI Pa3apa)keHHst OpIOIINHBL, JKH-
BOT JIOCTYTICH [IyOOKOMY MajbIHPOBAHUIO;

* mpu AC HeT 1ab0paTOpPHBIX MapKEPOB BOCHAIUTEIBLHOTO MPO-
necca (yefikonuros, yckopenue COD);

* abmoMHUHANBEHBIE OOTH CaMOCTOSTENIFHO MPEKPAIIAIOTCS depe3
3—4 Henenu.
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Puc. 3. Pacnipenenenue 1o craiuoHapaM pa3IHdHOTO POt OOIBHEIX C
NEePBBIM NPUCTYIIOM HeAuarHoctTupoBanHoi OI1.

O60poTHOI cTOPOHOI MpobieMsl sBNseTcs HepooreHka AC.
Y G0nBHOTO € YK€ yCTaHOBIEHHBIM quarHo3oM OIT npu nosiie-
HuM O0Jei B )KMBOTE WX YaCTO MPHUITUCHIBAIOT OCHOBHOMY 3a00-
JIEBaHHMIO, 3a0bIBAsI O IPYTHX BO3MOXHBIX MPUYUHAX.

Penko BcTpeuarommmces u cnenuuansiM g OIT sBnsercs
CHHJIPOM HEaJIeKBaTHON CEKpElHH aHTHIUYPETHIECKOrO TOpMO-
Ha (cacA/I') mim BazonpeccrHa [5]. DTOT CHHIPOM NPOSBIISETCS
pa3BuTHEM rHnoOHaTpueMun. M30bITouHO0€, OBICTpOE HAaKOIICHUE
MeTa00oIUTOB MOPGUPUHOBOTO 0OOMEHA B TKaHSX, B TOM YHCJIC T'H-
no¢u3a, BO BpeMs MPUCTYIIA POBOLUPYET HAPYILICHUE PHU3UOITO-
TUYECKOTO, UMITYIHCHOTO BhIZeneHnss AJIl’ B KpOBOTOK, KOTOpOe
KOPPUTHUPYCTCSA B 3aBUCHUMOCTH OT U3MEHEHHS OCMOJIAJIBHOCTU
ceIBOpoTKH. IIpu pazBuBatomemMcst CHHAPOME, JETIOHUPOBAHHBIH
B 3amHei none xene3sl AJIL, BbigenseTcss B KPOBOTOK B HU30bI-
TOYHOM KOJIMYECTBE, MPUBOJIS K YBEIMUYCHUIO 00PAaTHOTO BCACHI-
BaHMsI BOJIbI, IPOMCXOJISIIETO B JUCTAIBHBIX OT/eNIaX KaHAJIbIIEB
noyuek. B 3aBucuMocTH ot niryOHHBI HapymeHus cexperu A/IT,
BO3HHKAae€T HOPMOBOJIEMHYECKUH OTEK TKaHEH, COMpOBOXKIae-
MBI TUIIOHATPHEMUEHA.

Kaxk nmpasuio, cHcAZIl" posiBisieT ce0st Ha TMO3ITHHUX dTamax
passutusa OII u cBuaerenscTByeT 0 TshkenoM tedenun Ol [pu
CHIDKEHMU HaTpus A0 120 MMoib/1 G0JIbHBIE OTMEUAIOT TOJOB-
HYI0 00Jb, COHNUBOCTD. [Ipu nanpHeHIeM CHIDKEHUH 3HAYSHUH
HaTpUsl Pa3BHBAETCS CONOP WM JaKe KOMa BCJICICTBHE OTEKa
BElIECTBA FOJIOBHOTO MO3ra. M30bITOYHBII 00bEM BOJIEMHYECKOH
Harpy3Kkd, npu pasBuBaromemcsi cHCAJ/IIT ycyrybnsier TshkecTb
naroyioruyeckoro mnpomecca. Passutie cHcAII' B neGrote OIT
BCTPEHACTCA PCAKO U SABJIACTCA NPOTrHOCTUYCCKU He6ﬂaronpn-
SATHBIM (pakTopoM. B mepBble CyTKHM BO3HMKHOBEHHMS INPHUCTYIIA

ApTpockonus
r X 353
E 7 KnuHnyecknx cumntomoB
174 ! / 060CTpeHust HeT
' 4 oS 90
o 2;51'/ Hﬂ—> Imioko3a
-Z)MI/ ! e
) 10 gHeit

Puc. 4. BonbHoii 63 net, nepenecuieit nocneauuit npucryn OIl 6onee 30 et
HasaJl, BBIIOJIHEHA XUPYPrudecKas onepanus.

OOpamanu Ha ce0s BHUMaHUE BBICOKUI HCXOHBIN ypoBeHb opdodunuHoreHa npu
YAOBJIETBOPUTEIIBHOM CaMOYyBCTBHH, 3HAYUTEIIbHBIN TIpUPOCT ToKa3areJei mocie
IUIAHOBO MaJIOTPAaBMaTHYHOMN OIEpAIUH H MOJT0KHUTETbHBIN
3¢ dexT OT Tepanuu pacTBOPaMH IIIFOKO3BI.

OIl mpemycMOTpeTb BO3MOXKHOCTBH pa3BuTusi cHCAJIIT Hemb3s.
ITosToMy Gonee NpeanOYTUTENbHBI U1 KYITUPOBaHUS IPUCTyIa
OII BBeneHUs apruHara reMa, He BICKYIIUe 32 COO0H 3aMETHOrO
yBenuueHus: oobeMa uHy3uid. [Ipu oka3aHuu JieueOHON TTOMO-
i 0onbHBIM OI1 HEOOXOOMM MOHUTOPHHT JIEKTPOIUTHBIX T10-
Kazareleil CLIBOPOTKH KPOBH, B OCOOEHHOCTH, €CJIH ITPOBOJIUTHCS
Tepanus 0oNbIUMHE 00beMaMH pacTBOPOB INTIOKO3EL. [Tpu BBIsSB-
neHuu y naruenTa cHcA /Il Heoboxoanumo:

* OTPaHUYUTH 00BEM JKUIKOCTH, MONyIaeMOil MaI[HeHTOM 32
cytku 10 1500 mum;

* Ha3HAYUTH HENMOP(QUPHUHOTEHHBIE MOYETOHHBIC Nperaparsl
(runoruasun);

* MIPOBECTH TEPAIUIO TMIIEPTOHUIECKIUM PAacTBOPOM HATPHS
XJIOpUAA;

* OBICTPO MpepBaTh U30OBITOYHBINA CHHTE3 TOPHUPUHOB C TI0-
MOIIBIO apTUHATA TeMMa.

B 1sxensim CUTyalluAX IIPU Ha4YaBIIEMCS OTEKE BCUICCTBA
TOJIOBHOTO MO3Ta MOXXHO HCIOJIB30BATh H APYTUE TUYPETHKH
0e3 yuyeTa UX MOPPUPUHOTEHHOCTH, MOCKOJIBKY HEOOXOIUMO
OBICTPO YCTPAaHUTh HETOCPEICTBEHHYIO yrpo3y xu3Hu. WH-
(Gy3usl THIIEPTOHMYECKOTO PAacTBOpa XJIOPHAA HATPHUS JIOJIK-
Ha BBINONHATHCS MEIJIEHHO, YTOOBI CHIBOPOTOYHAS KOHIICH-
Tpauusi HaTpus 3a CyTKW TOBBICHJIAch HE Ooiee, yeM Ha 10
MMOJIB/J, MMOCKOJNBKY 00iie OBICTpas TUIIOHATPUSMHH MOXKET
IPHUBECTH K MOBPEXKIAECHUIO MEMOpaHBl HEHPOHOB U JIeMHEIH-
HH3aIMH Ceporo BellecTBa rojJoBHOro mo3ra [5]. B to ke Bpe-

MSI BOXHBIM SIBISIETCSI TOT (DakT, 4yTo 0Oe3
MATOreHETHYECKOW Tepanuu, MONABJISIO-

] meil cuHTE3 MOPOUPHHOB, BCE MPUHSATHIE

SmoumoHansHas KonundecTeeHHbIi MEpbI 10 KOPPEKLUU TUIOHATpUEMUH Oy-

nabunbHocTs aHanms Mo4u Ha OyT 3G (EKTUBHBI JMIIb KPATKOBPEMEHHO

SKCKpeuuio [5, 10]. Dddexr oT maroreHeTHIECKOM

Taxvkapaus nopcupuHos TEpalHu B TAKMX YIPOKAIOIIUX IS JKH3-

HH CUTYaI[HIX JOJDKCH OBITH JOCTUTHYT B

MMnoHaTpuemus i KpaTuaiimue cpoku. MHpy3uu 3HAUUTEIb-

KauecTBeHHas HBIX 005EMOB PAaCTBOPOB TIIFOKO3EI TPeOy-

AGJJ,OMMHaJ'IbeIVI peakuus no metogy 0T JJIMTECJIBHOT'O BPEMEHN, OHU MCHEEC 3(1)-

CUHAPOM Watson-Schwarts (DeKTHBHEIL, & KPOME TOTO MOT'YT IIPUBECTH

K THIEPBOJIEMHUH, YTO HE COOTBETCTBYET

KpacHas moua lMpoponxatb KOHLENIUM  JIEYEOHBIX MEPOIPUATHH.

HabnogeHve TIpenaparom BeIOOpa B 3THUX CIOydasx SB-

O6cTUnaLms Q nC06ﬂ|0F'.aTb Mepebl JIAETCA aprUHAT reMa, KOTOpI;IfI HCIIOJIB3Y-
peOOCTOPOXKHOCTH 10T B CTAHJAPTHOM KypCOBOii 103€.

Nnpu ONEpaTUBHbLIX Jnst 3G deKTHBHOrO BBISBICHUS Iep-

Mapesbl BMELLaTenb>cTeax BUYHBIX O0JBHBIX ¢ OIl pexkomeHmyeTcs

OPHUCHTHUPOBATBCSA HAa COBOKYIIHOCTH CHM-
IITOMOB, Hauboee MOJIHO OUCPYUBAIOIIUX

Puc. 5. IlepeyeHb CHMIITOMOB, OHOBPEMEHHOE HATHYME KOTOPHIX B KIMHUYECKOH KapTHHE y OonbHOro  KIIMHUYECKYI0 KapTHUHY J1e0loTa OCTpoi

C BBICOKOH BEpPOATHOCTBIO cBUIETENBCTBYET 00 OIT.
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qaforcst B AeOrore npucryna u crneuudmyansl s Ol (puc. 5,
Tabdnuua). BeiseieHue coderanus 3—4 W3 HUX y OOJNBHOTO C
GonpuIol BeposiTHOCTHIO cBuaerenbcTByer 00 OIN. s nanb-
HEWIIIero MoATBEP KICHUS TMarHo3a HeoOX0JUMBI Ta00paTOPHEIE
uccienosanus. LlexecooOpa3HO BEIMONIHUTE Ka9€CTBEHHBIH TECT
C peakTHBOM Opiuxa. ITOT TECT IOMOTacT BBIBUTH H30BITOK
noppoOuIMHOreHa — MeTaboInTa, H30BITOYHO AKCKPETHPYEMOTO
¢ MOuOH BO BpeMsi ocTporo npuctymna. [Ipu u30beiTke mophodu-
JMHOTEHa B MOue J00aBJICHUE peaKTHBa Jpiiuxa MPUBEAET K ee
SIPKO KPACHOMY OKPAIIIMBAHHIO.

[Mpu momamanuy >xe Ha 0Opa3el; MOYH JHEBHOTO CBETa OHA
TemHeeT. OxpalMBaHue JaroT IPOAYKTHI Aerpaganuu nopdupu-
HOB, IIPUYEM Ha COJTHEYHOM CBETE 3TOT MPOLIECC YCUIUBACTCS U
MoYa TeMHEET ObICTpee

[Ipyu monoXuUTensHOM pe3yabTaTe TeCTa C PEaKTHBOM DpiIH-
Xa HE0OXOIMMO IPOBECTH HUCCIIEIOBAHNE HA COZIEPIKAHNE B MOUE
MPOIYKTOB 0OMEHA reMa KOJIMYeCTBEHHBIM MeToaoM [3, 8], uto
MI03BOJISIET OKOHYATENBHO MOATBEPANTD MM UCKIIOYNTH AUArHO3
nopdupun. Jlo nonydeHust pe3ysibTaToB KOJIWYECTBEHHOTO aHa-
J3a HeoOXoIMMO BecTH 0oJbHOTO Kak crpagatomero OI1 Peko-
MEHIOBaHHBIH ITOX0]I TO3BOJHT HE TOJIBKO BBISBIATE OONBHBIX C
OI1, HO n u30exaTh ATPOTSHHBIX OCIOKHEHHH.
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