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REYE'S SYNDROME IN CHILDREN AGED 1 YEAR, 1 MONTH
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B craThe nmpuBeneH KINMHNYECKUH ciIydaii pa3Butus cuaapoma Peiie y neBouxu 1 roma 1 mec ¢ jgeranusb-
HbIM ucxogoM. Cunapom Peiie — ocTpast HeBocIIaIUTEIbHAS 9HIIE(PAIONATH C JKMPOBO IereHepanuen
BHYTPEHHUX OPraHOB, BO3HUKAIOIIAA Y JeTeil ¢ BUPYCHBIMH MH(MeKIuAMH (HalmpuMep, IPUII, apa-
TPUIII, BeTPAHAA OCIla U I[p.), B JIeUeHUHU KOTOPBIX 6])1.71 HMCIIOJIb30BAH ACIIUPHUH WJIN OPyrue mpomus3Bo-
JHbIE canuumxonoﬁ KHCJO0THBI. B OCHOB€ — reHepaJiM3OBaHHOE ITIOBPEKIeHue MP[TOXOH,I[pI/[f[ BCJIeacTBUE
MHTUOMPOBAHUSA OKUCINTEIHHOr0 (hochopuaupoBaHuss U HAPYUIEHUS [3-OKMCICHUS JKUPHBIX KHCJIIOT.
JInarHocTHKA CI0KHA, CIIeU(PUIECKOoe JJeUeHUEe OTCYTCTBYeET.

Knrouesvie cnosa: cundpom Peiie, ocmpas newenounas sHuepaionamus, npoudsoinsvle cailuyuiosoil
KucaomoL, demu.

The article describes clinical case of Reye's syndrome in girl 1 year 1 month, with lethal outcome.
Reye's syndrome is an acute non-inflammatory encephalopathy with fatty degeneration of internal
organs, occurs in children with viral infections (such as influenza, parainfluenza, chicken pox, etc.),
with aspirin or other derivatives of salicylic acid used during treatment. The basis is generalized
damage of mitochondrial due to inhibiting oxidative phosphorylation and violations of $-oxidation
of fatty acids. Diagnosis is difficult, there is no specific treatment.

Keywords: Reye’s syndrome, acute hepatic encephalopathy, salicylic acid derivatives, children.

Cungpom Peiie (CP) (mo MKB 10: G 93.7) (cunzpom
Pes, ocrpas meueHouHad sHIedasmonaTus, 6esad mede-

[1]. B 1990 r. IIeHTp 10 KOHTPOJIIO 3a 3200 I€BAEMOCTHIO
(CDC) B ATstaHTe IPEAJIOMKUI KJINHUUECKOE OIIpe/iesIeHIe

HOYHasA 00JIe3HB) — OCTPOE HEBPOJIOTHMUEeCcKoe 3aboJjeBa-
HUe, BOSHUKAIOIIee y JeTell ¢ BUPYCHBIMU UHMEKIUAMUI
(Hanpumep, — TPUIII, Taparpuill, BeTpsaHas oclia u Ap.),
B JIEUEHUUM KOTOPBIX OBLI KCIOJIb30BAH ACHUPUH WU
Ipyrue MPOU3BOAHBIE CAIUIIUIOBON KUCIOTHI. Brepsbie
ormucad B 1963 r. aBCTpPaIUMCKUM ITIaTOJOTOaHATOMOM
Ralph Douglas Kenneth Reye u coaBT. B ogHOM U3 meT-
cKkux rocmuraiein ABcrpanuu 21 caydaili 3abosieBaHUA
y HJerTeii, XapaKTepUBYIOIIUiicA OCTPOI sHIe(haSIOTATH-
el B COUETAHUM C JKUPOBOI JereHeparueil BHYTPEHHUX
opraHoB. /laHHOE COCTOSHUE PEruCTPUPOBAJTIOCH Y AeTei
¢ rpunmnoM B, mpunuMmaBmux canunuiarel. Ciaydawm c
UAEHTUYHBIMY [IPOABJIEHUAMU ONVCAHBI B JINTEPAType U
paHee, HO TOJIBKO mocJie myoaukanuu Reye u coaBt. 3a60-
JeBaHWEe CTAJI0 IPU3HAHHON HO30JIOTUUECKON eIWHUIIeH
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CP kak saboJieBaHUE, COOTBETCTBYIOIIlEE CJIEAYIOIIUM
Kpurepusam [2]:

e oCcTpasi HeBOCIIAJUTEIbHAs dHI[e(PATOIaATHsI, KOTO-
pasi IOATBEPKAAETCS KJIWHUYECKN (U3MeHeHUe CO3Ha-
HUS, IIepedpocIrHaNIbHAA KUIKOCTh COMEPIKUT 8 JIeNKO-
IUTOB/MKJ WUJIU TUCTOJOTUUYECKUU oOpasel] TeMOHCTPHU-
pyer 1epebpajibHBIN OTeK 6e3 IepUBEe3UKYJIAPHOTO MU
MEHUHI'€aJIbHOT'0 BOCIAJIECHUA);

e rermaTonaTusd, MOATBePKAeHHAA OMOIICUeN ITeYyeHn
WJIN ayToIlicuel ¢ xapakTepHbiMu a1y CP manHbIMU; Man
TpexXKpaTHoe u 6ojiee MOBBINIIEHNE YPOBHEN aMUHOTPAHC-
(epas; nim aMmMuaKa B CBIBOPOTKE;

e HET APYIrUX Pa3yMHBIX OO'BbSACHEHUI IJs Iepe-
OpaJIbHBIX U IEUEHOUYHBIX N3MEHEeHUH.

B pmanpHelinmeM OBLIO TPEIIOMKEHO SBIUIEMUOJIO-
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ruueckoe oupeneneHue CP: sro peGenox no 16 ser c
HeOoObSCHUMOI HEBOCHIAJUTENbHOU BdHIledasionaTueir B
COUeTAaHWU C ONHUM My 0oJjiee IPUSHAKOB: TPEXKpAT-
Hoe miu Goisee moBeimenue ypoBHeir AJIT, ACT; uiau
aMMUaKa B CHIBOPOTKeE; MJIV XapaKTepHAad *KUPOBAA JUC-
Tpousa meueHu. IIPUHATO BBIAEAATH «KJIACCUUECKUI»
(acIUpPUH-aCCOIUUPOBAHHBIN) WJIU <«UAUOTATUUECKUMN»
CP u «arunuunsniii» CP (Peite-mono6Hoe 3aboseBanue) y
Iereil ¢ BPOKIAeHHBIMU gedeKTaMu MeTaboudMa (Hapy-
LIeHVe TPAHCIIOPTA UJIX MUTOXOHAPUAIBHOIO OKUCIEHU A
SKVPHBIX KUCJIOT; HapylleHue OMOSHEPTeTUYeCKUX IIPO-
IIeCCOB, TKAHEBOT'O IBIXAaHUA W OKUCJIUTEJIbHOro (Qoc-
GopuIupoBaHUA B MUTOXOHIPUAX; HapyIlleHue oOMeHAa
OpPraHWYeCKUX KUCJIOT ¥ aMUHOKNCJIOT; HapyIlleHWe B
OPHUTHHOBOM IIUKJIe CHHTEe3a MOUYeBUHBI) [3].

ITarorenes CP mo koHuna He nsyueH. B ocHOBe manHO-
IO COCTOAHUSA JIEKUT IeHepaJn30BaHHOE IIOBPEXKJEHIE
MUTOXOHJPUIN BCJIEACTBUE MHIMOUPOBAHUSA OKVCIUTEID-
HOro (hocHOPMIMPOBAHUA U HAPYUIEHUA [-OKUCJIEHUSI
SKUPHBIX KHCJIOT, KOTOPOe Pa3BUBAETCA Y JeTel C JIMXO-
PaJKO¥ BUPYCHOTO IIPOUCXOMKIEHUSA, IPU TOM IIPOCIE-
"KVBAeTCA JOCTOBEPHAA CBA3H C IPUEMOM JIEKaPCTBEHHBIX
CPEJCTB, COZEeP’KAaIUX AaleTUJICATIUIIUIOBYI0 KUCJIOTY
(>80-90% cxyuaes) [4, 5].

«Kmaccuueckomy» CP uarne mpeniectByeT nHGEK-
v, BEI3BAHHAA BUPYCOM I'punma B niu BeTpAHON OCIIBI,
OJHAKO B JINTEpPaType €CThb JaHHBIE O DA3BUTHUU IAH-
HOTO cHHApPOMa Ha ()OHE APYTUX BUPYCHBIX WHOEKIU
(rpunmn A, maparpuii, ageHOBUPYCHaA MH(MEKIUA, Kpac-
HyXa, KOPb, replieTudyecKasd WHQPEKINA, ITUTOMEraJI0BU-
pycHasa mH@eKIudA, IIOJIUOMUENIUT, NHPEeKIIUA BUPYCOM
dmmreiina—Bappa, sHTepoBUpycHaA nHpeKIUA) [6].

Bosnesns xapaxTepusyercsa TAMKEJIBIM IOPAKEHUEM
meueHW W Moara. 3abojieBaHMe MaHUMECTUPYeT C BHe-
3aITHO Pas3BUBIIEICA TOITHOTHI M PBOTHI (PBOTA, OOBIYHO
IIOBTOPSAIOMIAACA, — II0 JAHHBIM HEKOTOPBIX HCCJIEeZ0Ba-
TeJIell MaTOrTHOMOHUYHBINA, KIMHUUYECKUN, JUarHOCTHYe-
cKull npusHak. Eciu y pebeHKa OTCYTCTBYeT PBOTa, PeUb
uzet o Jrobom Apyrom 3abosieBanuu, kpome CP). B mocure-
IyIoIlleM OBICTPO, WHOTZA B TeUeHUEe HECKOJIbKUX YaCOB,
MIOSABJIAIOTCS HEBPOJIOTUUECKUE PACCTPOMCTBA: IICUXOMO-
TOPHOE BO3OYIKIeHNE, PA3APAKUTEILHOCTD, allaTUA, COH-
JauBOCTh U Ap. HabmiogaeTcs mporpeccupyolinee n3MeHe-
HUe CO3HAHUA OT JIETKOI 3aTOPMOKEHHOCTH 10 TJIyOOKOM
KOMBI. [[IUTeJIbHOCTE KOMATO3HOTO COCTOSHUS MOXKET
COXPAaHATHCA OT 24 4 10 HECKOJIbKUX Hexesb [7].

Huarsoctuka JaHHOTO 3a00JeBaHUA CIOKHA. B K-
HUYECKOUl KapTuHe OOJIe3HU BBIAEJNAT 5 cramuii: 1)
3aTOPMOYKEHHOCTD (COHJIMBOCTH, HeaJeKBaTHAA PeaKIusa
Ha paccupoc, pPBoTa, Xoabba 3aTpyJHEHA, HO PeOeHOK
cIIoco0eH XOAUTh); 2) CTymop (3aTpyAHeHHad peub, pede-
HOK He MOJKeT IIepPeJIBUTaThCA, He KOHTAKTUPYET C OKPY-
JKAIoMUMn); 3) Aequpuil (IBUTaTeJbHOE M IICUXOMOTOP-
HOe BO30y:KIeHUe, runeppedieKCcus, TUIePBeHTUIALNA,
IIOSIBJIEHNE IIATOJIOTHYECKUX pedIIeKcoB, KJIOHYC CTOI,
3pauKN pearupyroT Ha CBET, CAMOCTOATEJbHBbIE [IbIXa-
TeJbHBbIE NBUKEHUA COXpaHeHBI); 4) KoMma (IeKopTukKa-
IIMOHHAA PUTUAHOCTH; TUIOBEHTUIAINA, CMEHAOIAACT
OTCYTCTBHEM CAMOCTOATEJIBHOTO IBIXaHWUHA; yracaHue Hu
OTCYTCTBHE 3pauKOBOTO pedekrca); 5) KoMma (BbIpaKeH-
Had MbIIIeYHasd TUIOTOHUSA, apedIeKcHs, CyIoporu,
OCTAHOBKA ABIXaHUS).
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JoBOJIBHO y0eoUTEeIbHBIMY IIPU YKA3aHHOM CHHIPOME
OBIBAIOT U3MEHEeHUA OMOXMMUYECKUX IIOKa3aTeJieil KpOBU
Ha ()OHe IIpUeMa IIPOM3BOAHBIX CAJHUIIVIOBON KUCJIOTHI:
MOBBINIIEHNE YPOBHS ITeYeHOYHBIX (pepMmeHTOB (B 3-20 pas
BBIIIIE HOPMBI), MOYEBUHBI I aMMUaKa IIPX HOPMAJIbEHOM
UV He3HAUYUTEJHHO IIOBBIIIIEHHOM yPOBHE OmiIupyOuHa.
BreipaskenHas runepaMMoHumeMusa (HapALy € IPYyTUMU
IIOKAa3aTeJsIMU) CBUIETEJIBCTBYET Yy TAKUX OOJIBHBIX O pas-
BUTHUU OCTPOI ITEYEHOYHO HELOCTATOUHOCTU BCJIEIACTBUE
MAaCCHBHOTO HeKposa meueHu [8]. YpoBeHb amMMuaka B
KpoBu BrImIe 350 MT /1 TpeamoaraeT He0JIaronpuATHBIA
nporuos (mpu mnospesxkgeHuu 80% NmapeHXUMBI IEeYEHU
HapylllaeTcsa CUHTE3 MOUeBUHBI U3 aMmMuaka). K coxxaire-
HUIO, UCCJIeJOBaHVEe KPOBU HA COZePIKaHIe aMMUaKa IIpo-
BOAUTCA He MMOBCEMECTHO. Bripouem, JaHHBIN ITOKa3aTeIb
He BBICOKOCIeNU()UUYEeH U He MMeeT IIaTOTeHeTUYEeCKOro
JIeYeHUs, I09TOMY AUATHOCTUYECKYIO 3HAUMMOCTH €ro
LIS KJIMHUIVICTOB He CTOUT IIPEyBeINYNBATE.

VY pAna nanueHToOB HAOIIOAAIOTCA TUIIOTINKeMHUS (I10
NaHHBIM JuTepatypsl, y 40% mereii uaie B Bo3pacre [0
2 JeT), HapylleHUe 3JeKTPOJUTHOTO OajiaHca (3aBUCUT
OT CTEeNleHW [eTUJpaTalliy), HapyIIeHVe CBePTHIBAHUSA
KpoBu (yIJIMHEHHE IIPOTPOMOMHOBOTO ¥ aKTUBUPOBaH-
HOTO YAaCTUYHO-IIAPIUAJBHOTO TPOMOOIJIACTUHOBOTO
BpEeMeHH), IIOBBINIEHHE YPOBHS KpeaTUH(MOCHOKUHAZBI
(MM-dpaknuu, MB-dppaxiun).

ITpu maTomopdosoruueckom uccienoBanuu npu CP
UMeIOT MeCTO TSAMKeJbIIl OTeK MO3ra U KUPOBasg SUCTPO-
Gusa nmevyeHu, MHOTAA U JPYTUX BHYTPEHHUX opraHos [9].
Mopdosmoruueckue usmenernus B [IHC yxknagbiBatoTcsa B
KapTUHY OCTPHIX 9HIIedaIONaTHii: 0OTeK M03ra, JereHepa-
IuA HEeWPOHOB, JKMPOBas BAKYOJIU3ALVA BOKPYT MAaJbIX
COCYZOB, PEJKO — IeMOPParuu U OcTpble NHMAPKTHI MO3-
TOBOT'O CTBOJIA. JIEKTPOHHO-MUKPOCKOIIMUECKOE MCCJIe-
IOBaHIe BBIABJIAET IIOPA'KeHNe HEIPOHOB, OTEK aCTPOII-
TOB U MUEJINHOBBIX 000104eK. IleueHs nmpu ayToncuu yBe-
JIMYeHa, YacTO JKeJITOTO IiBeTa. B remaromurax HaXogAT
MUKPOBE3UKYJIAPHBbIe cKomieHud sxkupa [10]. Bea mapen-
XUMa IIe4eHU, B HaubOOJIbIIeHN cTeleHU II0 nmepudepuu,
neperpyskeHa xupom. MacCuBHBIN cTeaTo3 — XapaKTep-
HBIN U IMOCTOSHHBIN rucrosorndyeckuii npusHaxk CP, Bos-
HUKaeT MPAaKTUUYECKHU C MePBBIX YacoB 3aboseBanusd [11].
OnHOBpPEMEHHO OIIPe/IesIAeTCA YMEHBIIIEHHOE COlePiKaHue
ruimKoreHa. HeKpo3el U BocmasuTeNbHbBIE HHMUIBTPATHL
OTCYTCTBYIOT. IIpy 8JIeKTPOHHON MUKPOCKOIIMU GHOIITA-
TOB II€UEHU BBIABJIAIOT HaJIWYVe OOJBIIIOI0 KOJIUYECTBA
KameJieK JXKUpa B IIUTOILIa3Me IelaTOIUTOB U HU3KOe
comepsxaHme raukoresa. Mutoxounapuu neopMuUpOBaHEI,
IIOBPEXKIEHEI, YTO IIPOABJIAETCA X OTEKOM, Ha0yXaHueM,
oO0pasoBanmeM NOOJUMOP(HBIX KJETOK. B IuTomiasme
SIUTEIUATBHBIX KJETOK IPOKCHMAJIBHBIX KAaHAJIBIIEB
IIOYeK HAXOAAT JHUNUAHBIE KamelbKu. OJHOBpPEeMEHHO
uMeeTCcA 3HAYUTENBHBIH OTEeK KJIeTOK. JHupoBasa auc-
Tpodua OTMeUaeTCa TaKKe B MUOKapPAE, OIKeTyJOIHON
sxese3e. BosaMokHO pa3BuTHe IaHKpeaTuTa.

Hwuke mpuBoguM Hallle KJIMHUYECKOe HaOJIIoJeHUe
CP. IeBouka §I. B Bospacre 1 roma 1 mec mocrynujia B
oTJeJieHUe PeaHuMaIuu 00JIaCTHOM IeTCKOUN OOJBbHUIIBI B
cocToAHNY KOMEI .

Anamnesis morbi. 3a6osesa ocTpo, Hauaso 3aboJre-
BaHUA C TIOBLIIIEHUA TeMIIepaTypsl Tesa 10 38,7 0C, muO-
TOKPATHOI PBOTHI, OecmokoiicTBa. Mama pebGeHKa pac-
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[EHUJIa 9T IPOSBICHUSA KAK CUMIITOMBI IPOPE3bIBAHUS
3y00B. Pe6eHOK TpUHUMAJ OJHOKPATHO BHYTPh HYpoheH
(poauTenu He CMOTIJIM YKa3aTh TOUHYIO O3y IIpermapara).
TemmnepaTypa Tejia CHUSUJIACH A0 CyO(DeOpuIbHBIX udp.
Ha ciexnyrmoomuii JeHb MOSBUJINCH KAJOOBI HA BSJIOCTD,
3aTOPMOIKEHHOCTD, IIEPUOAUYECKUEe CYJOPOTH B BHE
MOZePIrUBAHUS B KOHEYHOCTSIX, B CBA3U C 4eM DPe0eHOK
FOCIUTAJU3UPOBAH B OTHEJ€HNE WHTEHCUBHON Tepamuu
u pearumanuu (OUTP) ropoackoii 6GOJLHUIBI II0 MECTY
JKUTEJBCTBA ¢ auarHo3oMm «OTpaBiieHUe HeM3BEeCTHBIM
BerfectBoM. Onyxosb rojmosaoro mosra? Koma I-II». Ha
MOMEHT IOCTYILJIEHUS B TOPOACKYIO OOJBHUILY COCTO-
auue pebeHKa Ts'KeJioe, CO3HAHWE YTrHETEHO (COomop).
MeHuHTeaJbHBIE W OYATOBBIE CHUMIITOMBI OTPUILATE]Ib-
uble. KoJKHBIE TOKPOBBI U BUAVMBIE CIU3UCTHIE 000JI0UKHT
00BIYHOM OKPACKM, BhIChITaHMi HEeT. HocoraoTka 6e3 Boc-
naJuTeJbHBIX n3MeHeHu. [lepudeprueckue tuMpOy3abl
He yBeJInYeHbl. B JIerkux apixanne Be3uKyJIsIPHOe, X PUIIBI
He BbICAymmBaTcA, Ul0=24 B muayTry. ToHBI cepama
scuble, purMmuuyable, YCC=88 B munyty. Al=90/55 MM
pT. cT. JKUBOT MATKUIH, SOCTYIIEH IIyOOKON HMabIIaIlHN.
CuMnIToMBl pasApaskeHus OPIOIINHBI OTPUIlATEIbHBIE.
Tleuenn yBesmuena Ha 3 cM (II0 CPEAMHHO-KJIIOUMIHOMN
nuaun). CeneseHKa He nmanbnupyercsa. CTya u guypes He
HaAPYIIIEHBI.

B obmem aHanmse KpoBu Jeiikonuros 12,3+ 109 Ges
U3MEHEeHUHN B JIeHKOIIUTApHON (hopMyJie, YPOBEHb IeMO-
TJIOOMHA U 9PUTPOIUTOB B HOpMe, COI 3 Mmm/uc.

IIpy OMOXMMUYECKOM KCCJIEJOBAHUU KPOBU OIIpee-
JleHa BBICOKAsA aKTHUBHOCTH TpaHcammHaz: AJIT (1321,1
ENO/n), ACT (376,3 Ell/n), mpu HOPpMAaJIbHOI KOHIIEHTPA-
muu obiero omaupyouna (15,1 mxmonab/i). ITokasarean
ob1rero 6esika, aIb0yMUHA, X0JIeCTePUHA, MOUEBUHBI, KPe-
aTUHUHA, aMUJIa3bl, II[eJJOUHOMH (pochaTasbl OBLIN B HOPME.

B o0miem aHainse MOYY MTATOJOTUY HE BBISBJIEHO.

HccnenoBanue JuKBOpa: JUKBOP NIpo3pauHbiii, pH
7,5; mumros 15-:106/1, mpemcraBieH JMM@OIUTAMMU;
obmruit 6emok 0,033 /7, raoKo03a 3,9 MMOJIB/ .

IIpu maCTpyMeHTaNIBRHOM o0caenoBanuu (Y3U opra-
HOB OproirHo# mogoctu, KT rosoBHOro Mosra) maToJiorus
He BBISIBJICHA.

IIpoBoamiack WH(PY3MOHHAsI, aHTUOAKTEpUATLHAS,
mpoTuBOCyIOposKkHasa rtepamnusa, VWBJI. Ha 3-u cyTku B
CBS3W C IIPOTPECCUPYIOIMIUM YXYAIIEHUEM COCTOS-
Hus pebenok mepeBemeH B OUTP obGuiacTHOM 6GOJMBHU-
usl. CocTosinve pebeHKa MPY MOCTYILIEHUU B 00JIACTHYIO
0ONMBHUIIY KpaliHe TsaAKegoe, 0e3 cosHaHus (Koma I).
TlogkaroununbIil Katerep ciaeBa. O4aroBoil HEBPOJIOTHU-
YEeCKOU CUMIITOMATUKU HET. 3PAaUYKU YMEPEHHO CYIKEHBI,
peaknusa Ha CBeT BajasdA. KoKHbIe TOKPOBHI U CIN3UCTHIE
000JI0YKY OOBIUHOI OKpacKu. JlpIXxaHue ITyMHOE C yua-
CTHEeM BCIIOMOTaTeJIbHOM MYCKYJIaTyphl. B Ierkux abrxa-
HHUE JKeCTKOe, CyXue U BJiasKHble Xpumnbl. TOHBI cepaia
MPUTJIYIIeHbl, puTMUYHble. JKMBOT mOAB3AyT, MEYeHB
BBICTYIIAeT U3-TIOJ Kpad pebepHoit Ayru Ha 3-4 cM, ceJe-
3€HKA He YBeJINUeHa, IePUCTATbTUKA KUIIEeUHNKA BBICJIY-
muBaerca. CTya 1 fuype3 KOHTPOJIUPYIOTC.

OOmuii aHa/IM3 KPOBU: JIEHKOIMTO3 B IIpefeax: OT
14,5109/ mo 22,8+109/1 ¢ HeHATPODUIBLHBIM CABHATOM
BJIEBO, aHeMUs JierKoit creneru, COD 3 mm /4.

Oo6mmit ananus moun: ya. Bec 1010, mporemnypusa
0,17 r/51, MUKPOCKOIINA OCaKa N3MeHeHa HeBHAUNTEIHHO.
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Bruoxumnyeckuil aHas 3 KPpoBU: HapacTaHUe aKTUB-
Hoctu Tpancamuuasd: AJIT mo 1480 EI/ax, ACT mo 484
EIl/n, ypoBens obuiero 6unupyomua 10,24 MKMOJIB/J.
3Hauenusa ob0imiero 0OejKa, aabO0yMuHAa, XOJIeCTepPHUHA,
MOUYEBUHBI, KPeATUHUHA, aMUJIA35I, TJIIOKO3EI, IIIeJIOUHOH
(docdarasbl, Kauusa, HATPUA COXPAHAINCH B HOPME.

Koarymorpamma: 6e3 maToJIornuyecKuX N3MeHeHU .

Amnanus HA CBOOOAHBIN IeMOTJIOOUH: OTPHII.

Omnpenenenne rpynisl KpoBu: O (I), Rh + (momoxu-
TeJbHBII).

Komnporpamma: 6e3 maToJIOTUN.

V3U opraHoB OPIOIITHOM ITOJIOCTY B JUHAMUKE: DPE3-
KOe yCUJIEHIE COCYAUCTOT0 PUCYHKA IIeYeHH!, YTOJIIeHIe
CTEHOK "KeJIYHOTO ITy3BIPA.

IKI': mpusHaKu NOeperpysKu IIPaBOTO KeJTyIAOUKa,
MeTabomuecKe UBMEeHEeHUA B MUOKap/Ie.

Penrrenorpadus opranoB rpyaHoit kiaerku: OPBU,
OCJIO}KHEHHAs IPaBOCTOPOHHEN 0YaroBOW MTHEBMOHMEN.

OcCMOTp OKYJINCTA: COCYUCTAS JUCTOHMUA.

OcMOTp HEBPONATOJIOTA: IIOCJAEACTBUA IMepUHAa-
tansHOM matosioruu ITHC, reHepain3oBaHHBIE TOHUKO-
KJIOHUYECKNEe SIIUJIeNTUYEeCKUe HPUCTYIbI, SIHUCTATYC,
koma I-II cmemmarHOTO TeHesa.

B OUTP ob6sacTHOIT GOJBHUIIBI IPOBOAUIOCH KOM-
ILJIEKCHOE JIeueHNe, HAlpaBJIeHHOE Ha KOPPEKIINIO OTeKa
TOJIOBHOTO MO3Ta, KOAryJIOMaTUU U MeTa00JIUYeCKUX
HapylIeHui (IUTaHUe Yyepes3 30H, NHPY3nOHHAST U aHTU-
OaKTepuasibHAs TEePAINs, AHTHOIPOTEKTOPHI, TJIIOKOKOD-
TUKOCTEPOUbI, MPOTUBOCYIOPOKHEBIE CPEACTBa, AHTHU-
KOaryJsHTbl, aHTUBUPYCHbIE IIpPernapaTbl, MOYETOHHBIE
cpeicTBa, reMOCTATUKU, BAUTAMUHOTEpPAINUd, MeTa0oJIu-
ThI). HecMOTps Ha TPOBOAUMYIO TepaInnio pebeHoK Ha 2-e
CYTKHU IIpeObIBaHUA B 00JIaCTHOM 6osbHUILE (5-€ CYTKHU OT
HavaJia 3a00JIeBaHNA) CKOHYAJICA.

JmarHo3 3aKJ/JIIOUNUTEIbHBIN KJIMHUUECKUH: ITOCIIEN-
crBusa mepumHaranbHoil maromorum ITHC, cyZopoKHBIR
CHUHIPOM, SIIHCTATyC, OTEK TroJoBHOTro Mmosra, OPBU,

ocTpasd IPaBOCTOPOHHAA OoyaroBasd MHEBMOHUA, MEHUH-
rosHIe(aJIUT, TOKCUUECKUI TelaTuT.
IIpr marTosoroaHATOMHUYECKOM WCCJIELOBAHUU:

IeueHb yBeJIWYeHa, JKEeJTOTO I[BeTa. ['MCTOJOTMYecKoe
HCCJIeJOBaHNe BBHIABUIO AUGDYIHYIO MEJIKO-KaleJIbHYI0
JKMPOBYIO TUCTPO(UIO TelaTOIMTOB, OCOOEHHO II0 IEepU-
(bepuu 0M€K, MCUE3HOBEHUE AEIIOHNPYEMOT0 TJINKOTeHa,
T.e. XapaKTepHble NPU3HAKU cTearosa. IIpusHaKU BOC-
NaJuTeJbHON KJIETOYHON peaKIuy OTCyTcTBOBasu. Ilpm
3JIEKTPOHHON MHKPOCKOIHNU OTMEUAaJOCh PAaCIIUPEHUe
SHAOIJIa3MaTUUECKOT0 PETUKYJIyMa U Ha0yxaHWe MUTO-
XOHIPUI TeNaTOIUTOB, MHOTO IIepoKcucoM. Tak:ke HaGIIO-
JaJIcs MOIUMOP(PUEM MUTOXOHAPUI ¢ Pa3PHIBOM HApPYK-
HO¥ MeMOpaHbl, U3MEHEHNEM IIPOCTPAHCTBA MEKY BHY-
TpeHHEeH M HapyKHOU MUTOXOHIPUAJIBLHON MeMOpaHOi 1
nedopmarueii Kpuct (060c00IeHBI U1 hparMeHTUPOBAHBI),
BHIDAKEHHBIE TECTPYKTUBHbIE UBMEHEHUA MUTOXOHIPUH
B OKOJIOAZEPHBIX 30HaX. Habuiogaock MCUYe3HOBEHUE
BHYTPUMUTOXOHAPUAJIBHBIX I'paHys. Mopdosornueckue
usmenenuda B IIHC HanoMuHaIM TOpakeHNe IPU OCTPHIX
sHIedasonaTuax (OTeK aCTPOIIUTOB U JereHeparusa Hei-
POHOB IIPW OTCYTCTBUY BOCHAJIUTEIbHBIX HM3MEHEHUH,
JKMPOBasA BaKyoJIU3aluA BOKPYT MaJIbIX COCYIOB, OTEK U
nuctpodhusa MUTOXOHADPUI, NE3UMHTErpalud SAAPBIIIEK).
JKupoBasa muctpodus oTMeuasach TaKkyKe B MHUOKapme,
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MMO/IPK eIy JOUHOM JKeJie3e. B uTomiasmMe smuTeInaabHbIX
KJIETOK IIPOKCUMAJbHBIX KAHAJBIEB IIOUEK — JINIUIHLIE
BKJIIOUEHUS, 3HAUNTEJbHBIN OTeK KJIETOK.

duarmsos maToJIorOaHATOMHUYECKUIi: OCHOBHOE 3a00-
nesanue: CP — quddysuaa :kupoBasd gucTpodus meyeHun
C OUaroBBIMY HEKPO3aMM I'elaTOIMTOB, 0UAroBas JKUPO-
Basdg AUCTPOPUA SMUTEJUA MMOUYEUHBIX KaHaJIbIEB, Kap-
IUOMUOIIMTOB, HaHKpeaTonuToB. MertaboauuecKas dHIE-
dasonarus: rayooxkas gUCTPopusa OCHOBHOT'O BeIllecTBa,
HEKpPoO103 U HEKPO3 HEHPOHOB.

OcJtokHeHMe OCHOBHOTO 3abosieBaumusa: OTeK roJioB-
Horo mosra. OTeK M MeJKOOYaroBble KPOBOUBIUSIHUS
B Jserkux. [IBC-cunapom. 4-a dasa aKIUIeHTAJTbHONI
TpaHchopMaIy TUMYCAa.

Aruonarorenes CP, ompegenseMoro Kak ocTpas
HeBOCIAJINTeJ bHAaA dHIe(AJONATHI ¢ KOMOM U KUPOBOM
IereHeparueil BHYTPEeHHUX OPraHOB, M3BECTHOr'o OoJjiee
30 jer, ;M0 KOHIIA He M3ydeH. 3abojieBaHUEe XapaKTepu-
3yeTcsd KaK KJINHUKO-TATOJIOTHUYECKOe eIUHCTBO, Hapy-
meHre PyHKINU MATOXOHAPHUI. OTO HAPYIIEHHEe MOXKET
OIpe/ieJIeHHO BBI3BIBATHCA KAK PA3JUUYHLIMU BPEIHBIMU
daKTOpaMu, TaK 1 BPOIKIEHHBIMU HAPYIIIEHUAMU OOMeHa
BerrecTB. CiremoBaTesibHO, HEOOXOAUMO IIpoBecTH Audde-
PEHIINAJBLHYIO AUATHOCTUKY HO30JIOTUII, IIPOTEKAOIIUX
CO CXOKell CUMIITOMATUKOM.

TiaTenbHBINI COOP MAHHBIX aHaMHE3a MO3BOJISIET
BBIABUTH IPUYNHHO-CJIECTBEHHYIO CBA3b B passutuu CP
(BupycHasd nHeKrusa — caaunuiaatsel — CP).

VeaoKHAeT CUTYALUIO 10 BEJeHNIO TAKNX JeTel TOT
daxT, uro cnenuduyeckoro geuenusa CP He cyiecTsyer.
OcHOBHAA IeJIb JIeUeHNA W eJUHCTBEHHAsA BO3MOXKHOCTH
cmacT GOJIBHOI'O ABJISIETCS MOAJEPIKAHNEe KU3HEHHBIX
(PyHKINA pefeHKa J0 TeX 0P, MOKA He HACTYIIUT YacThU-
HO€ BOCCTAHOBJICHNE (PDYHKIINY IIeYeHn 1 Mo3ra. IIpu sToM
B II€JIOM IIAHCHI 60JILHOT0 HA BEIKHUBAHNE OIPEAeISIOTCA
He JIeUeHNeM, a TAKEeCThIO MOPaKeHNA IIeUeHr 1 MO3Ta.

IMeru, KOTOpBIE IPEOJOJIEBAIOT OCTPYIO (hady Goses-
OpHako,
€CJI BO3HUKAJIN CYAOPOTH, I03Ke MOTYT IIPOABIATLCSA

Hu, 00OBIYHO BbBI3OOPAaBJIUBAIOT IIOJHOCTBIO.

HEKOTODble IPU3HAKU I[OBPEKIEHUS MO3ra — HAIPU-
Mep, 3aJepyKKa YMCTBEHHOI'O DPA3BUTUA, CYIOPOIKHBIE
paccTpoiicTBa, MOAEPIrUBAHUS MBIIIII UK [TOBPEXKICHUE
nepudepuuecKuX HEPBOB.

CP B pegrux ciay4yasx BOZHUKAET Y OJHOTO pefeHKa
IBAYKbI.

K coskasenuro, JieTagbHOCTD y gereit mpu CP cocras-
aser 20-30%, mpu sTom oHa MeHbIle 2% y mereil ¢
JIETKUM TeueHmeM 3aboJsieBanusa u Gosbitie 80% — mpu
riy0oKoi Kome (JeTajbHOCTh Ha 1 craguu 3a6ojieBaHUsA
cocraBuser 5% , Ha III — 50-60% , 5a V — 95%) [12].

HecoMHEHHO BasKHO, KaK MOYKHO DAaHbBIIE HAYaTh
MIPOBOJUTEH MHTEHCUBHYIO TE€PAIINIO, YUTOOBI IPEAYIPENUTH
MIPOrPECCUPYIOIEe TEUCHNE U YMEHBIIIUTb CMEPTHOCTb.

Akcruepthl BO3 He peKOMEHAVIOT MpUMeHeHIe arle-
KaK JKapOIIOHUIKAOIIEro
cpexncTBa y gereit mo 12 mer [13].
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