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B ctatbe npeactaB/iieHO OnNMcaHUe KIMHUYECKOro C/yqasl Pa3BUTUS TSXKE0M, YrPOoXKaloLen KM3HU MeTreMoriobmHeMmmn
y naumeHTa ¢ AUCTPOPUYECKON HOPMO BPOXKAEHHOro 6y/11€3HOM0 aNMaepmMoan3a Ha oHe npuema npenapara, cogep-
)Kaujero 6eH30KauH. [puBeeHbl COBPEMEHHbIE JaHHbIE O KaacCuuKauumn, natoreHe3e, KIMHUYECKOM TEYEHUM U CrOo-
cobax Teparnuu ykazaHHoOro coctosiHus. MHorue BeljecTBa U JiekapcTBa, siBAsoLmMecs MeTreMoriobMHobpa3oBaTesisiMu,
LMPOKO PacrpoCTPaHEHbl U MOTYT Bbi3biBaTb XPOHUYECKYIO METreMornobuHemuto. OcTpas Tsxxenas MeTreMorno6uHeMms
COMPOBOXKAAETCS YrPOXKAIOLWMMU KN3HU OPraHHbIMU HapyLLeHUaIMu. JuarHocTuKka MeTreMoriobuHeMun B psae ciyd4yaeB
MOJKET BbITb 3aTPyAHEHA B CUAY MOAUMOPPU3Ma KITMHUYECKOM KapTUHbI, HEO6X0AMMOCTHU 1abopPaToOPHOro NOATBEPKAEHUS
AnarHosa, KoTopoe MOET 6biTb HE BbIMOJIHEHO B CJly4ae OTCYTCTBUS AOJIKHON HACTOPOXKEHHOCTH. [lpeAcTaBAEHHbIN K-
HUYECKUI Cayyan ByaeT nosie3eH 4151 Bpaqyen pasinyHbiX crneymnasbHOCTEMN.

Knro4eBbie cnoBa: feT1, METFEMOI/I06MH, 6EH30KauH, METUJIEHOBbIN CUHWI, BY11€3HbIN 3NUAEPMOINS, AnaaTaluns nuuje-
BOJla, MIHTEHCMBHas Teparius.
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Benzocaine-Induced Methemoglobinemia.
A Clinical Case

The article describes a clinical case of the development of a severe, life-threatening methemoglobinemia in a patient with a dys-
trophic form of congenital epidermolysis bullosa while receiving a drug containing benzocaine. The current data on classification,
pathogenesis, clinical course and methods for treating this state has been presented. Many substances and drugs that are methe-
moglobin formers are widespread and can cause chronic methemoglobinemia. Acute severe methemoglobinemia is accompanied
by life-threatening organ disorders. In some cases, it may be difficult to diagnose methemoglobinemia due to the polymorphism of
the clinical picture, the need for laboratory confirmation of the diagnosis, which may be underperformed in the absence of adequate
alertness. The presented clinical case will be useful for doctors of various specialties.

Key words: children, methemoglobin, benzocaine, methylene blue, epidermolysis bullosa, esophageal dilatation, intensive care.
(For citation: Tepaev Rustem F., Vishnevskiy Vladimir A., Kuzin Sergey A., Savluk luliia V., Gordeeva Olga B., Pytal Anna V., Murashkin
Nikolay N. Benzocaine-Induced Methemoglobinemia. A Clinical Case. Pediatricheskaya farmakologiya — Pediatric pharmacology.
2018; 15 (5): 396-401. doi: 10.15690/pf.v15i5.1962)



Puc. 1. MexaH13Mbl BOCCTaHOBNEHWS METreMOrno6uHa
Fig. 1. Methemoglobin reduction mechanisms
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6-tbocchornokoHar

lMpumeyaHme. CnnowHble cTpenkn — HAJ-3aBUCUMbIN NyTb MeTabonnama, NyHKTUPHbIE — reKco30-MoHobOoCchaTHbIN NyTh.
Note. Solid arrows — NAD-dependent metabolic pathway, dotted arrows — hexose-monophosphate pathway.

OBOCHOBAHME

MeTreMornobMHeMmnss — KIMHUKO-NabopaToOpPHbIA CUH-
APOM, XapaKTepu3yloWwMINCca MNOBbILEHUEM YPOBHSA MeTre-
MOrno6uHa B KPOBM, 0OYCNIOBNIEHHbIV BPOXAEHHBIMU Hapy-
WeHUsIMK B cucTeMe meTabonuama remornobuHa w/wmnu
OKUCUTENbHBIM Auc6anaHCOM BCNeaCTBME Mpuema pas-
JIMYHBIX XMMUYECKUX areHToB. LleHTpanbHbIn unaHo3, ped-
paKTEPHbIN K OKCUreHoTepanuu, Bbl3BaHHbIM CHUXEHWEM
[OCTaBKM TKaHAM KuUcnopoda, — rlaBHasa XxapaKTepucTmKa
MeTremMornobuHemMun. uarHocTuka 3aTpygHeHa, ¢ O4HOM
CTOPOHbI, BCNeacTBME nonumopduamMa KAMHUYECKOW Kap-
TUHbI (OT 6€CCUMMNTOMHOIO Te4YeHus o daTanbHOro ucxoaa),
C Apyron — HeobxoAMMOCTbIO N1abopaToOpHOro MOATBEPK-
[EHUSA METreMorfiobMHEMUU, 4YTO NPU OTCYTCTBUMU AOJSIKHON
HaCTOPOXEHHOCTM 3a4acTylo npobnemaTnyHo. PaHHAsA ana-
FHOCTMKa MMeEeT KNlo4yeBOe 3HavyeHue ana adpbeKTnBHOM
Tepanuu [1].

METrTEMOI/IOBUHEMMUA:

XAPAKTEPUCTUKA CUHAPOMA

dusmnonorna u natopnu3nonorus

ApUTpoUUTLl cofepKaT reMornobuH, KOTopbii MMeeT
CTPYKTYpy TeTpamepa. MoneKyna reMorno6uMHa cocTouT U3
4 nonvnenTUAHbIX Uenew, Kaxpaas M3 KOTopbiX CBfi3aHa
C reMoM, COoAeprKallMM XKene3o B BOCCTaHOBIEHHON (Fe2+)
WU OKUCNIEHHOM (Fe3+) dopme. FeMornobuH, coaepKalumm
[BYXBaNeHTHOE eNes30, CNoco6eH CBA3blBaTb KUCIOPOA,
eneso B cCOCTaBe rema rnpu aToM okucnsgetcs. lMpu BbICBO-
OOXAEHUN KMCNOpPOLa M3 OKCUremornobuHa xeneso BOC-
cTaHaB/iMBaeTCs 4O UCXOLHOro coCTosAHMA [1].

MeTremorno6uHemMuen HasblBaeTcs COCTOSHWE, NpU
KOTOPOM 3pUTpOLUTLI coagepkaT 6onee 1,5-2% metremo-
rnobuHa. MeTtremorno6uHemMmns o6ycroB/ieHa OKUCEHUEM
Fe2* B coctaBe rema fo Fe3*, ob6pasylolwmncs npu aTom
METreMornobuH He cnocobeH BbICBOGOXAATb KWUCIOPOL,
B CBSI3W C YeM HapyllaeTcs JOCTaBKa KMCNopoha K TKaHaMm
[1-3]. Kpome Toro, MmeTreMorniobuH Bbi3bIBAeT CABUI BNEBO

Puc. 2. HAl-3aB1CKMbIN NyTb MeTabonn3ma meTreMornobuHa
Fig. 2. NAD-dependent metabolic pathway of methemoglobin

KPUBOW auccoumauun okcuremornobuHa, 4to npuBoaWT
K MOBbIWEHWIO CPOACTBA remornobuHa K Kucaopoay co
CHUXEHWEM KUCNOPOAHO-TPAHCMOPTHON YHKUMKU KPOBMU.
Hannuve aHemMumn u UMaHO3a Ha PpOHE OKCUreHoTepanuu
ABNAeTCH pe3ynbratoM aTux adpodeKToB [1, 3, 4].

MeTremornobmuH npeactaBnsieTr cob6or e€CTECTBEHHbIN
OKWCNEHHbIN MEeTabonnT remoriobuHa, KOTopbii B HOpME
o6pasyeTcs B opraHname, 0JHaKo He NpeBbIWaEeT Npu 3TOM
dusnonornyeckoro yposHa 1-2% [3, 5].

YpoBeHb MeTremornobuHa perynmpyetcs AByMs Hambo-
fiee BaXKHbIMM MexaHu3amamu (puc. 1).

MexaHn3Mbl BOCCTaHOBJ/IEHUSI METreMor/106MHa

1. Tekco30-MoHOMOCPATHbIM LWYHTUPYIOWKUI NYyTb BHYTPM
3puTpOLMTOB, 6narogaps Yemy MyTH, OKUCASIOLLME areH-
Tbl, BOCCT@HaB/AMBAOTCA MyTaTUOHOM:

HAL®H-meTremorno6uHpeayKkTasa
HAA®H+HbFe*3 > HbFe™2+HALD
KodakTop

2. bonee BaHbl MexaHW3M TpebyeT y4acTus HUKOTUHa-
MuagageHnHaMHykneotnga (HAL) a4ns CHUXKEHUS yPOBHS
MeTremorno6uHa o ero MCXOAHOro cocTosiHus [6].
HA/l-3aBUCMMOE CHUXEeHUe MeTreMornobuHa (nyTb aAva-

dopasbl ) aBnseTcss OCHOBHOW depMeHTAaTUBHON CUCTEMOM

[6, 7]. UuToxpoMm-bs-penyKTasa urpaet BaxHyto posib B 3TOM

npouecce, nepeHocss aneKTpoHbl ¢ HALL B mMeTremorno-

OVH, 4TO MPMBOAMT K BOCCTAHOBMEHWIO mMeTremornobuHa

[0 oKkcuremornobuHa. JaHHbll MexaHn3M NpeacTaBieH Ha

puc. 2. 3ta pepmeHTHasa cuctemMa OTBETCTBEHHA 3a BOCCTa-

HoBNeHne 95-99% meTremorno6umHa, KOTopbli 06pasyeTcs

B HOpMaJbHbIX ycnoBusx [6, 8].

HAJ®-3aBUCHUMOE CHUXKEHWEe meTremornobuHa (nyTb
anacdopa3sbl |l) 06bIYHO UrpaeT Kb HE3HAYUTENbHYIO POIb

B yAaneHun metremornobuHa. Ita depmeHTHas cuctema
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MCNoNb3yeT ryTaTUOH U MI0K030-6-dbochaTaernaporeHasy
4N BOCCT@HOBJ/IEHWS MeTreMornobuHa Ao reMornobuHa,
4TO 0COGEHHO BaXKHO y NaLMEHTOB C BPOXAEHHbIM AedunLin-
TOM LIMTOXPOM-bg-peayKTtasbl [2, 7.

HAO®-3aBMCUMbIN NyTb BOCCTAHOBNEHUS METreMorno-
6vHa MOXeT OblTb YCKOPEH 3K30reHHbIMM KodaKTopamu,
TaKMMW KaK METUIEHOBbIN CUHWMIA, 4O NATUKPATHOIO OT €ro
HOPMasIbHOIrO YPOBHS aKTUBHOCTU. B OTCYTCTBMM AanbHewn-
wero o6pasoBaHMs METFreMOrno6uHa 3TU NyTU CHUXKAIOT ero
coflepraHne co ckopocTbio ~15% B yac [7, 8].

BO3HMKHOBEHWE METreMOrNIOOUHEMNK MOXKET ObITb CBSI-
3aHO C BPOXKAEHHbIMKU PaKTOPaMu, NOBbILEHHBIM CUHTE30M
W/WAN yMeHbLUEHMEM BOCCTAHOBNIEHUS METreMornobuHa,
a TaKXKe C BO34eNCTBMEM TOKCUHOB, KOTOPbIE PE3KO BMUSIOT
Ha OKMWCAUTENIbHO-BOCCTAHOBUTE/IbHbIE peEaKuuu, yBenwu-
4yMBas KOHLEHTpauuto metremornobuHa. MpuobpeTeHHble
dopmbl ABAAOTCA 3HAYMTENBHO 60nee pacnpoCTpPaHEeHHbI-
MM MO CPaBHEHWIO C BPOXKAEHHbIMMU [1, 6].

BpoxaeHHble (HacneacTBEHHbIE)

MeTremMorno6uHeMumn

HAeduunt untoxpom-bs-peayKrasbi

CyLiecTBYIOT N0 KpalHen mepe aBe GopMbl BPOXKAEHHO-
ro gepuumnta LMTOXPOM-bg-peayktasbl. 06e HacneaytoTcs
ayTOCOMHO-peLieccuBHO. pn 6onee pacnpocTpaHeHHOM
Aeduumnte | TMNa LUTOXPOM-bg-peayKTasa OTCyTCTBYET TO/b-
KO B apuTpouuTax. Y roMO3UroTHbIX NaLMEHTOB OTMeYaeT-
Ccsl UMaHO3 6e3 AOMONHUTENbHbBIX KIMHUYECKMX MposiBne-
HUI. YpoBeHb mMeTremornobuHa BapbupyeT oT 10 go 35%.
Y reTepo3nroTHblX NaLMeHTOB ocTpas METreMorno6uHemMus
pa3BMBaEeTCs TOMbKO MOCNe BO3AEMCTBUS OnpeaeneHHbIX
NeKapcTB UM TOKCUHOB.

Jedununt unToxpom-bs-penyKkrassl |l Tvna BCcTpeyaeTca
CyLEecTBEHHO pexe U cocTaBnseT nuwb 10-15% cnydvaes.
Mpn 3aToM COCTOSiHMM HabnogaeTcsd AePULMT LUTOXPOM-
bs-penyKTasbl BO BCEX KyieTKax opraHuama. KnuHuyeckue
NPOSIBAEHNS BKAOYAIOT YMCTBEHHYIO OTCTaNOCTb, MUKpOLLEe-
danuio n gpyrue HeBPONOrMYECKUE OCNOKHEHUS. MauneHTbl
06bI4HO YMUPAIOT B MO/IOAOM BO3pacTe. TOYHbI MeXaHW3M
HEBPONOrMYECKMX PACCTPONCTB HeM3BecTeH [8].

loBbILWIEHHbIH YPOBEHb reMornoouHa M

MeTreMorno6MHeMus MOXKET OTMeYaTbCs NpKU remMmorno-
6MHONaTMAX, B YaCTHOCTM MPW NOBbILEHHOM YPOBHE remo-
rno6uHa M. lMpun 3ToM B GONbLWIMHCTBE CNy4YaeB TUPO3MH
3aMeHseT r’MCTUAMHOBbLIM OCTATOK, KOTOPbIV CBA3bIBAET remM

C rNo6UHOM. OTa 3aMeHa BbITECHSAET rem 1 NO3BONSET OKUC-

NAATb Kene30 B COCTOsHME TpexBaneHTHoro. CnefoBaTensHo,

remornobuvH M 6o05ee yCcToMYMB K BOCCTaHOBMEHUIO dep-

MeHTamMu MeTreMornobuHa u asnsercd QyHKUMOHANbHO

HEMNONHOLEHHbIM, UMEET CHUMXEHHOE CPOACTBO K KUCTOPOAY.

HacnepgosaHue remornobvHa M ABnseTcs ayTocOMHO-A0MM-

HaHTHbIM. Y NaLMeHTOB C AaHHbIM BWAOM remornobuHo-

natMn B KJAMHWYECKOW KapTWMHEe npeBanupyeT unaHo3 6e3

LONONHUTENBHOM CMMNTOMATUKK. CylWecTBYIOT TpU GEHOTH-

NMUYECKUX Pa3HOBMAHOCTM remornobrvHa M, COOTBETCTBYIO-

e reHam rnobynuHa (anbda, 6etTa UM ramma) cnegyowmm

obpasom:

° BapuaHT anbda-Lenu: LMaHO3 pa3BMBaETCS B HEOHa-
TasbHOM BO3pacTe U COXPaAHAETCH Ha NPOTAKEHNUN KU3-
HU;

° BapuaHT 6eTa-uenu: LMaHo3 BO3HUMKAET Yepe3 HECKOSb-
KO MecsiLleB Mocfie poXAeHus, Koraa ypoBeHb deTanb-
HOro remorno6unHa CHUXaeTcs;

° BapuWaHT ramma-uenu Bbl3blBaeT MepexofHbl HeoHa-
TanbHbIM LMAHO3, KOTOPbIN YCTPAHSAETCS MOC/e CHUXKe-
HUS YPOBHSA deTaNbHOro remornoduHa [1].

MpuoGpeTeHHblIe MeTreMorio6MHeMUun

MpnobpeTeHHble GOpPMbl METFEMOITIOBUHEMUN ABSIOT-
csl 6o5ee pacnpocTpaHeHHbIMU B CPaBHEHUU C BPOXKIEH-
HbiMK. PeanbHaa 3a6o0/seBaemMoOCTb C/OXHaA A48 OLEHKMU
N MOXeT OblTb HAMHOTO Bbllle, YeM OKYyMeHTupyeTcs [8].

MpnobpeTeHHas MeTremMoriobMHeMMUs 4Yalle BCTpeya-
€TCSl Y HE[IOHOLWEHHbIX U geTer Mnaawe 4 Mec XU3HU, 4TO
06ycnoBAeHO cneayowmmmn daktTopamu:
® BbICOKMM YPOBHEM deTaNbHOro remornobuHa, KoTopbii

MOXET OKUCNATLCA Nerye, Yem reMorno6mMH B3pOcnoro

TMNa;
® HM3KOW aKTMBHOCTbIO LMTOXPOM-bg-pesyKTasbl, ypo-

BEHb KOTOPOM MOBbIWAETCS C BO3pacToM, AoCTuras

YPOBHS B3POC/IOro Ye/loBEKA B BO3pacTe 4 MEeC XU3HU;
® HW3KOW KMCNOTHOCTbIO KENyao4HOro coKa y Mna-

JeHueB, 4To cnoco6cecTByeT nponuvbepaunn 6akTe-

pUM C BO3MOXHOW KOHBEPCUEW MUILLEBbLIX HUTPATOB

B HUTPUTHI [B].

Hanbonee 4yactonm NpPUYMHOM pPa3BUTMS MPUOOGPETEH-
HbIX METreMorno6uHeMuii SBASIETCS WMCMONb30BaHWE WK
BO3[ENCTBME NEKAPCTBEHHbIX MpenapaTtoB, XMMUYECKUX
BELLECTB MU TOKCUHOB, SBASIOWNXCS MeTremMornobuHobpa-
30BaTeNs M1, Hanpumep:
® OpraHM4yecKMXx U HeoOpraHMYECKUX HUTPUTOB U HUTPATOB,

KOTOpble MOTyT NonafaTb B MMTbEBYIO BOAY B pe3y/braTe

NPUMEHEHUS OpraHN4YeCKnX yaobpeHui;
® MECTHbIX aHEeCTEeTMKOB (Hanpumep, GeH30KaWH, N1ao-

KauH, NpWI0OKauH), npeapacnonaramwmnumMmmn Gaktopamm

npy 3TOM SBASIOTCS NOBPEXKAEHUS CIM3UCTON 060JI0HKM

(4TO BEAET K MnoBbllEHHOW abcopbumnm), paHee He auna-

THOCTMPOBAHHbIN AeDULNT MeTreMOornobuHpeayKTasbl,

nepeno3vnpoBKa;

* cynbdarta Meau;

® OpraHMYEeCKUX COEAMHEHUW (XTIOPUT HaTpus, KapboHaT
amMMoHus, 2,4-auHnTpodeHon);

° MPOTMBOMANSPUIMHbBIX MpenapaToB (XJIOPOXMH U Ap.);

° MPOTMBOOMNYXONIEBbIX CPEACTB (UnKIopochdammna, ndoc-
damua, pnytamup);

® aHaNbreTMKOB M aHTUMMPETUKOB (aLeTaMUHODEH, ale-

TaHunua, GeHaueTuH 1 LLeNeKOKCub);
® CHOTBOPHbIX MpenapaToB (30MUKIIOH);

° rep6buuMa0B U MHCEKTULMAOB;
® [OMArHOCTMYECKUX CPeAcTB — METUIEHOBOrO CHHEro

(BbICOKOM O3bl UKW Y NALMEHTOB C 4ePULUTOM IOKO30-

6-pocdaTaernaporeHasbl), MHANIO KAPMUHa;
® aHTMCENTMKOB (PEe30pLUH);
® MPOTMBOPBOTHbLIX MpenapaToB (METOKONpPamMua);
® QaHTMOGMOTUKOB  (CynbPOHMNamMuAabl, HUTPOdypaHbl

M NapaaMuHOcanMuUmMnoBas Knucnoray);
® MPOMBbILIEHHbIX/ObITOBbIX areHTOB (aHWIOBbIE Kpacw-

Te€Nnn, HUTPOBEH30/, HadTaMH, aMUMHODEHO U HUTPO-

3TaH — CPeAcTBO AN9 yaanenus naka) [1, 2, 8].

KnunHuyeckue nposiBneHus

KnnHnyeckaa cumnTomMaTnKa 3aBWUCUT OT YPOBHSA MET-
remMorno6uHa B KpOBM M BKJIOYAET UBMEHEHME LiBETA KOX-
HOr0 MOKPOBa U LiBETA KPOBM NPM YPOBHE METrEMOT106MHa
0o 15%. Mo mepe pocTa cogepraHusg MeTremornobuHa
B KPOBW M npeBbileHnsa um 15% Kak cneacteme TKaHEBOM
MIWEMUM BO3HMKAIOT HEBPOIOTMYECKME M Kapauonoruye-
CKME CUMNTOMbI. YpOBEHb Bbille 70% ABNAEeTCH cMepTeb-
HbIM [1, 2].

Mpn mMeTreMornobMHEMUN LIMAHO3 0ObIYHO HABIAET-
CSl NepBbIM KIMHUYECKUM CUMMATOMOM. AWCOYHKUMK CO
CTOPOHbI LEHTPaNbHOW HEPBHOW U CEPAEYHO-COCYAUCTOMN
CUCTEM TaKXKe OAHUMM U3 NEPBLIX MPUCYTCTBYIOT B KJIMHMU-
4YeCKOM KapTuHe 3aboneBaHus, 4TO OBYCNOBJ/IEHO BbICO-



Puc. 3. BoccTaHoBeHWE METreMorno6uHa npu yyactmm MeTMneHoBOro CUHEro U MeTreMorno6uHpeayKTasbl
Fig. 3. Methemoglobin reduction by methylene blue and methemoglobin reductase

HAL®

C

KOW MOTPeOHOCTbIO OpraHuMama B knucnopoge. OKMcneHHas
KPOBb MMEET APKO-KpacHblM LBET, AEOKCUTeHUPOBaH-
Hafg — TEMHO-KpPacCHbIW, a coaepKallnumcs B KpoBU MeT-
reMorno6uH oKpalwuBaeT KPOBb B KPACHO-KOPUYHEBDLIN
uset [1, 3].

KnnMHMYecKrne NpuU3HaKK LMaHO3a 3aBUCAT OT coaep-
aHua mMeTremornobuHa B KpoBW. M3MeHeHue LBeTa
KOXW BO3HWKaET y NaLMEeHTOB C YPOBHEM METreMorio-
6uHa 10%, 4TO cocTaBnseT npubananTenbHo 15 r/n.
[Ona cpaBHeHWs, AN pPas3BUTUSA KIMHUMYECKOro LMaHo3a
TpebyeTcs noBblWeHWe ge3oKkcuremornobuHa go 50 r/n.
LlnaHo3 y nmaumeHToB ¢ MeTremornobuHemMmen u conyT-
CTBYIOLWEN aHEMUEN pa3BMBaAETCH MO3Xe, 4HeM Yy NaLueH-
TOB 6€3 aHemuun [2, 7].

CumnTomaTtuKa, xapaKkTepHas ans 6osiee BbICOKMX YPOB-
HEen MeTreMornobuHa:

HAQ®H

e 3-15% — HebonblWwoe M3MEHEHUE OKPACKKU KOMKHOIO
NnoKpoBa (6n1eaHble, cepble WAM LMAaHOTUYHbIE KOXHble
NOKPOBHbI);

e 15-20% — uMaHo3, Apyrue KIMHUYECKMe NposiBieHUs
MOryT OTCYTCTBOBATb;

e 25-50% — rosioBHasi 60/b, OAbIWKa, HapyLeHWe CoO3Ha-
HUSA, cnabocTb, cepauebreHne, 60Mb B rpyau;

e 50-70% — HapyweHusa puTMa cepaua, M3MeHeHus
MeHTaNnbHOro cratyca, Aenvpun, 6pea, Cyaoporu, Koma,
JIEKOMMNEHCUPOBaHHbIN aLna03;

e 6onee 70% — 06bI4HO CMEPTH.

Mo aaHHbIM GU3UKaNbHOro 06¢1ea0BaHNA MOXKHO 06Ha-

PYXHWTb:

® W3MEHEHWEe OKPACKM KOXHOro NoKpoBa B CTOPOHY LiMa-
HO3a;

° puypoBHe meTreMornobuHa 15 r/n unu 6onee — LUKMaHO3;

°  KOMYy;

° HapyweHus puTma cepaua (6pagnMKkapans Unu xenyaou-
KOBbl€ HapyLeHNs puTMa);

°  auMaos;

°  WWEeMUIO MMOKapaa 1/1an ronoBHOro Mo3ara;

® CKefleTHble aHOManuu U YMCTBEHHYIO OTCTaNoCTb B CNy-
Yyae XpPOHUYECKOM MeTreMornobunHemmnu [1].

JleyeHune

PaHHee pacno3HaBaHWe MeTreMOor1o6uHemMun umeeT
KNtoyeBoe 3HayeHue. JleyeHne onpepensiercs TAKecTblo
CUMNTOMATUKK: TSAKenaa ocTpas MeTreMorno6uHeMus
ornacHa ANS XW3HU, NMO3TOMY TpebyeT IKCTPEHHOM Tepa-
nuU. XpoOHUYECcKas Nerkas MeTreMorno6MHeMuUss 3ad4acTyio
6eccumnToMHa U He TpebyeT nedveHus. Tepanuio cnepyet
MHULMMPOBATbL NPU OCTPON METFEMOITOGMHEMMUM C YPOBHEM
MeTtremornobuHa >20% (unu npu 605ee HU3KOM YPOBHE,
€CNIM UMEIOT MECTO TSXKeNble CONyTCTBYOLME 3a60/1eBaHUS
C OpraHHbiMu ancdyHKumnamm) [1, 7, 8].

CrapTtoBasi Tepanms:
° oKcureHotepanua (MHcyddnaumna 100% Kucnopopa

yepes NULEBYI0 MacKy, NpyM HE06X0AMMOCTU — MEPEBOA

Ha MCKYCCTBEHHYIO BEHTUNALMIO IETKKUX);

Neikochopma

> <MeTMJ‘IeHOBOFO cvmero> <
MeTuneHoBbIi

MetHb Fe**

2+
CHHMIA MetHb Fe

° onpegeneHne 3TUONOIMYECKOro daktopa (Hanpumep,
TOKCUWHa MW NEeKapCTBEHHOIO CpeAcTBa);

° yaaneHwe metremornobuHobpasoBaTens, ecin 3T0 BO3-
MOYKHO;

° BHYTPMBEHHOE BBEJEHME METUIEHOBOrO CHMHEro fBMS-
eTcs MepBOCTENEHHOW MEPON HEOTNOKHOW MOMOLLK
npu OCTPOM METremMOrnobMHEMNUKU, COMPOBOXKAAIOLLEN-
€S KIMHUYECKMMU MPOSIBIEHUAMM (MPOTMBOMOKa3aHO
npu geduunTe rOKO30-6-pocdataermaporeHasnl, T.K.
BO3MOEH remMonm3, 1 HeadbbEKTUBHO NPU reMornobu-
HonaTun M): BBOAUTCS B Ao3upoBKe 1-2 mr/kr (10 mr/
M) B TedyeHne 15-30 MWH c mHTepBanom 1 4 [6, 8,
9]. MeTUNEeHOBbIN CUHUN UIPaeT PO/b AOMOJHUTENBHO-
ro KodakTtopa, nepeaatouiero anekTpoH ot HAAPH Ha
MeTremMornobuH, BOCCTaHaBAMBas MNOCAEAHUN B Teye-
HMe 1-2 4 (puc. 3). B npouecce peakuun obpaszyeT-
cs ero nenkodopma. CnegoBartenbHO, AN TOrO YTOObI
npenapar BbINOAHAN QYHKLUMM aHTMAOTa, Heo6XoaMMOo
HopmanbHoe cogepxkaHne HAADPH B apuTpouuTax.
OKMCNUTENbHO-BOCCTAHOBUTENbHAA cucTema, GopMu-
pyemas METUNEHOBbIM CUHUM U €ro IeMKodopMon, aen-
CTBYET 06paTuMO, U MpU U36bITKE OKUCIEHHOW GOPMbI
(BBEgeHMe HeOBOCHOBAHHO BbICOKOW A03bl Mpenapa-
Ta — 7-15 MI/Kr) MOXeT NMPOU30UTU AOMNONHUTENbHOE
MeTremornobuHobpasoBanue [1, 6, 7];

* runepbapuyecKkas OKCUreHaums — elle OAMH MeTof
Nle4yeHns B TOM ciny4vyae, ecniv METUIEHOBbIM CUHUK He
3pPEKTUBEH NN NPOTUBOMNOKAa3aH;

° npu HeIGDEKTUBHOCTU METUNEHOBOrO CUHEro W/Unu
npu geduumTe rMKo30-6-docharaerngporeHasbl NoKa-
3aHO NpoBeAeHne 06MEHHOIo NepenBaHns KpoBHY;

°  WHPY3NOHHaA Tepanus U GUKapboHaT HaTpUS (419 Kop-
peKuum MeTaboIM4ecKoro aumao3sa);

® acKopbMHOBas KMcNoTa HEMOCPEACTBEHHO B3aMMOaEN-
CTBYET C TOKCMKAHTaMW B 3pPUTPOLIMTAX, HO CKOPOCTb
npouecca HWM3Ka, U B 3TON CBA3M MpenapaTt Ha3Ha4valoT
MWb B c/ly4yae MeTremornoéuHemuu, obycnoBieHHON
aeduumtom peaykrtas [1].

KIMHUYECKMM CTYHAN

7.04.2018 B 14:00 nocnepoBan BbI30B AEXXYPHOro pea-
HUMMaTO/Ora B OTAE/IEHWE XUPYPTrMM B CBA3M C Pa3BUTUEM
y nauueHTkn C. anddy3HOro LumMaHo3a KOXKHOMo MoKpoBa
WU BUMAMMBIX CNM3UCTbIX 060104eK (oeBoyke 5 net 11 wmec,
AnarHos: «BpoxAaeHHbIn 6ynnesHbl annaepmonns, ANCTpo-
duryeckasa popma. CTEHO3 NULLEBOAAY).

N3 aHamMHe3a u3BeCcTHO, 4To 7.04.2018 B 12:00
BbiMonHeHa 6annoHHas AunaTauuMs npocBeTa nulie-
BoAa noa ob6uen aHectesven. B nocneonepauymoHHOM
nepuoge oTMevasncs BblpaxKEHHbIM 60NEBOW CUHAPOM
B 3arpyamMHHoOn o6nacTtu, No NOBOAY 4ero pebeHoK nony-
yan Anmarenb A.

lpn ocmoTpe: pebeHOK B CO3HAHUW, B COCTOSHUK pes-
KOro BO36YXKAEHWUS, MEYETCS, CPbIBAET KUCTIOPOAHYIO MACKY.
OTmevyaeTcsi BblpameHHbln ANDOY3HbIM LIMAHO3 KOXKHOMo
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NOKPOBa U BUAMMbIX CIM3UCTbIX 060104€eK. [blxaHne Yyepes
HOC He 3aTpyAHEHO, ayCKyNbTaTUBHO — BE3WKYNAPHOE, paB-
HOMEPHO MPOBOAMUTCS BO BCE OTAENbI, XPUMbl HE BbICAYLWHN-
BatoTcH. SpO, 52—-78%. ToHbI CEPALLA TPOMKHE, PUTMUYHBIE.
Mynbc Ha nepudeprnyecKnx cocyaax yaoBIETBOPUTENBHOMO
HanonHeHWs. YacToTa cepaeyHbix COKpalleHnn 82-148 ya./
MUH. ApTepuanbHoe aaBneHne 98/51 MM PT.CcT. }KMBOT He
B3A4YT, NpU Nanbnaunn Markmmn, 6e360ne3HeHHbIN. Pasmepbl
NeyYeHn U ceneseHKn He yBenuyeHbl. AnneproaHamHes He
OTArOLLEH.

lMonyyana cnegytolyto 6a30Byto Teparnuio no OCHOBHOMY
3a60/1eBaHuIO:

° MaKporon B go3e 4 r 2 pa3a/cyT;
® JbHAHOE Macno no 1/2 YanHoM NOXKKK 3 pa3a B AeHb 3a

15 MUWH [0 efpbl;

° KAu3Mma c Ba3ennMHoBbIM maciom 100 Mn + cBeYr ¢ MeTU-
nypauunom no 1/2 ceeyn 1 pas Ha HOYb;

°  TpuMebyTuH no 50 mr 3 pasa B AeHb 3a 30 MWH A0 eabl;

° rnasHble Kanau uHaometauuH 0,1%, rnasHas masb

Conkocepun 3a BEKO;

° MNpOMbIBaHWE NONOCTM HOCA C AEKCMAHTEHOIOM, Jafiee

MomeTa3oHa dypoat no 1 BNpbICKMBaHUIO 2 pasa

B €Hb;
® Ha CAU3UCTYI0O 060/1I04KY NOSIOCTM pTa B 061acTh Ny3bl-

pern — 06e36011BalOLWLMA Teflb Ha OCHOBE JIMOKauHa,

anuTenuaupytouwyto nacty Conkocepun geHTanbHbIN;
® Hapy}HO: o6paboTKa 3po3uM U MNy3blpen pacTBOPOM

OKTeHucenT, npoKanbiBaHwe ny3blper CTEPUIbHOWM

UIOM C AaNlbHEWLWMM KX OMOPOXKHEHMEM, Ha 3PO3UK

W BCKpPbITble Ny3bipy — KpeMm AeKcnaHTeHon (benaHTeH).

MepeBA3KM C UCNONb30OBaHMEM aTpaBMaTU4YHbIX

cpeacte — Menutens (Mepitel), Menunekc (Mepilex);

noBepx ceTyaTbix Matepuanos — candeTku Megmkomn

(Medicomp). BtopnyHasa noBaska — OuHTHI [exa-kpenn

(Peha-crepp) u MMexa-xadT (Peha-haft). Ha mMoKHyuwme

NMOBEPXHOCTU — CYAOKPEM, LMHKOBYIO nacTy. Ha apo-

3un — KypuosuH + ob6nenuxoBoe macno + MOPOLIOK

baHeouMH B paBHbIX MNPOMOPLMUAX (YepedoBaHue).

KynaHue B Tennow Boge ¢ npumeHeHnem macna Myctena

(Mustela), nepnogMyeckn — BaHHOYKM C PACTBOPOM

xnoprexkcuavHa (400 mn).

MocnegHuin npvem NUWKM — 3a nosnyaca O BbIWEONU-
caHHoro coctosiHus. Co cnoB MaMbl, JEBOYKA Ha MPOTSKe-
HUW ONUTENbHOro nepuoga 6e3 KOMMYEeCTBEHHOro yyeta
npuHMMana npenapart «<Anmarens A», COAeprKallimi B cocTa-
Be 6EH30KauH.

HavaTa Hcyddnaumns yBnaxxHeHHbIM KUCN0POAOM Yepe3
NMLEBYI0O MacKy: CKOpOCTb notoka 10 /MWH; BHYTPUBEHHO
BBeJEH AeKCcaMeTa30H B J03e 6 MIr — 6e3 NONIOXKMTENbHON
AWHaMUKKU. Pe6eHOoK nepeBefeH B OTAeNEHWe peaHnMmauunm
M UHTEHCUBHOWM TEpanuu.

B 14:10 cocTtosiHMe pebeHKa KpawHe Taxenoe, HecTa-
6MnbHOE, OTMEeYaeTCsi BblpaXKEHHOE MCMXOMOTOPHOE BO3-
6yxaeHune. B cBs3M ¢ HapacTawllen gecatypauuen ao
60% 1 HeapdEKTUBHOCTLIO KUcnopoaoTepanunn pebeHoK
nepeBefeH Ha UCKYCCTBEHHYIO BEHTUASALMIO NErKUX Yepes
3HAOTpaxeanbHylo TPyOKy. YCTaHOBNEH HaloractpasbHblv
30HJ, BbINOMHEHO NPOMbIBaHUE XenyaKa (0TAensieMoe CKya-
HOe, CIn3ucToe).

Pesynbratbl 06c/e40BaHUS B OTAENEHUU peaHUuMalmn
M UHTEHCMBHOM Tepanuu:
®  KJMHUYECKUIM aHanNM3 KpoBU: remornobuH 114 r/n, apu-

TpouuTbl 4,0x10%2/n, neikoumnTsbl 10,0x109/n, TpOM6G0-

UMTbl 355x109/7;

° nokasartenu paguometpa: pH 7,51; pO, 508 mm pr.cT,;
pCO, 24 mm pr.cT.; FMetHb 49,2%; nakTaTt 1,8; rnokosa

6,3 MMOnb/N;

° 9XOoKapauorpadusa (3aKkao4veHue): Mnonoctu cepaua
He paclWwupeHbl, NEPEropoaKkn MHTAKTHbI, CTEHKU He
YTOJILLEHDbI, KnanaHbl WM KpynHble cOCyfbl HEe W3MeHe-
Hbl. [No6anbHaa W NoKanbHas CUCTONMYECKNE QYHKLMK
NIEeBOro Kenyaoyka ynoBneTBopuTeNbHble. HacocHas
dyHKLMA cepiLa aocTaTtoyHas;

® peHTreHorpadus opraHoB rpyaHOM KMETKW (3aKitoye-
HUWeE): opraHbl rPyaAHON KNETKU 6e3 NaTonoruu.

YynTbiBas faHHble aHaMHe3a (MpMMeHeHWe npenapara,
cofepxallero 6€H30KauH), KIIMHUYECKY0 KapTUHy (reHepa-
/IN30BaHHbIA LMaHO3), 0COGEHHOCTM MeHTaNbHOro craTyca
(BblpaXkeHHOe NCUXOMOTOPHOE BO3OYXKAEHMe), MoKasaTe-
1 nabopatopHoro uccnegosaHusa (nosbiweHne MetHb go
49,2%), ycTaHoBMeH anarHo3: «0ctpaa npuobpeTeHHas MeT-
reMorno6uHemus, Taxkenas ¢opmar. B CBA3M € 9TUM BHYTPH-
BEHHO OblNl BBEEH METU/IEHOBbLIM CUHWIW B JO3MPOBKE 1 Mr
Ha Kr macchbl Tena B TedyeHune 15 MuH.

B 14:20 nocne nepBoro BBeAEHWS OTMEYanocCb MOBbI-
leHne catypauum kucnopogom ¢ 60 go 85%, unaHo3 npwm
3TOM COXPaHsANCs, NO3ITOMY NMOBTOPHO B NPEXHEN A03€ OblN
BBEJeH METUIIEHOBbLIV CUHWUNA.

CocTtosiHne pebeHKa TaXKenoe, OTHOCUTENbHO CTabuib-
Hoe. HaxoguTca B COCTOSIHUM MeJUMKaAMEHTO3HOW cepfa-
uMn. LlmaHo3 cmeHunca 61e4HOCTbI0O KOXHOro MOKpoBa.
MpofonKaeTca MCKYCCTBEHHAs BEHTUNAUMSA nerkux. lNpu
caHauunn TpaxeobpoHXManbHOro agepeBa KONMYECTBO OTae-
NeMOM MOKPOTbI CKyAHOE. AyCKynbTaTMBHO AbiXxaHue Mpo-
BOAWTCA MO BCEM MOJIAM, XPUMbl He BbicnywmBatoTcs, SpOy
95-98%. ToHbl cepaua rpomKue, puTMuyHble. Mynbc Ha
nepudepuyecknx cocygax yaoBAeTBOPUTENIbHOrO Hamnos-
HeHusa. YacToTa cepaeyHblx cokpauweHurn 103 ya./MuH.
ApTepuanbHoe gaBneHune 92/53 MM pT.CT. }KMBOT He B3AYT,
npuv nanbnauum MArkuin, 6e36one3HeHHbIn. CTyna He 6bino.
MouyeuncnyckaHne no ypeTpanbHOMy KaTeTepy, MoYa XenTo-
ro uBeta B o6beme 150 mn.

Mo gaHHbIM paguMomeTpa (BeHO3Has KpoBb): pH 7,38;
pO5 39 MM pr.cT.; pCO, 37 MM pT.cT.; FMetHb 15,8%; naxkTaTt
0,7; rntoko3a 4,2 Mmonb/n.

B cBA3KM C NONOKMUTENBHOM AUHAMUKON cefaLuns OTKAIO-
yeHa. B 16:00 pe6eHOK 3KCTy6UpOBaH, CaMoCToATENIbHOE
ablxaHue ¢ uHcybdnaumen Kucnopoja yYepes JULEBYIO
Macky 2 n/MuH. CocTtosHue pebeHKa Taxenoe, ctabuib-
Hoe. Pe6eHOK B CO3HaHWK, OTKpbIBaeT rnasa, agekBaTHO
pearnpyet Ha ocMOTP. AYCKyNbTaTMBHO AblXxaHWe MpPOoBO-
AMTCS NO BCEM MONSAM, XpUnoB HeT, SpO, 98-100%. ToHbI
cepaua rpoMKue, putMuYHble. MNynbc Ha nepudepruyecKmx
cocyfax yAOBNETBOPUTENbHOrO HamnosHeHusd. YactoTta
cepaeydHbix cokpaweHun 100 ya./muH. ApTepuanbHoe
nasneHue 98/51 mm prt.cT. MNpKn caHauum poTOBOKM MOJO-
CTU YMEpPEHHOE KOMMYECTBO CIM3UCTON MOKPOTHI. }K1BOT
He B3AyT, Npu nanbnaynuu MSArkun, 6e360/1e3HEHHbIN
no Bcem otgenam. Ctyna He 6bi10. MoyeucnyckaHme no
ypeTpanbHOMY KaTeTepy, MOYa XenTo-3eNeHOoro LuBeTa,
300 mn.

lNokasatenn pagvomeTpa (BeHO3Has KpoBb): pH 7,33;
pO, 54 mm pT.cT; pCO, 46 MM pT.cT.; FMetHb 2,2%; naxTaTt
0,6; rntoko3a 5,6 MMosb/n.

[eBo4yka Habnoganacb B YCNOBUAX OTAENEHUS peaHu-
MauWM U UHTEHCUMBHOM Tepanuu B TeYeHue CyTOK, nocne
yero Oblfa NepeBeAeHa B OTAeNEeHUe XMPYPrun B yAOBNET-
BOPUTENIbHOM COCTOSIHUU.

3AKJ/TIOYEHUE

TAKecTb MeTreMorno6uHemMun LWKUPOKO BapbupyeT
B 3aBMCHMOCTM OT MPUYMUHbBI PA3BUTUSA: OT 6ECCUMMITOMHBbIX
$OPM MPU XPOHUYECKUX UHTOKCUKALMAX U/WAWN TeHeTuYe-
CKM €TEPMUHUPOBAHHbIX COCTOAHMAX [0 MU3HEYrpoXaio-



WMx BNAOTb A0 daTanbHOro Mcxoda Npu OCTPbIX OTpaBie-
HUAX.

Cneunanuct AO/MKEH NPOSABAATb KAMHUYECKYIO HACTO-
POXEHHOCTb B OTHOLIEHWE METreMOrn106MHEMUN MPU CUM-
NTOMaTUKE LEHTPaNbHOro uUMaHo3a Ha (oHe OTCYyTCTBMUSA
pecnupaTopHbIX HapyWweHWn M HACOCHOM OYHKLWMKU cepa-
La, 4To NO3BOJIUT MPOBECTU CBOEBPEMEHHYIO ANArHOCTUKY,
nievyeHune n nsdexxaTb GpartasibHblX OCIOXHEHUN.

UCTOYHUK ®UHAHCUPOBAHUA
OTcyTCTBYET.
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