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Ha ceroaHsimiHuii JeHb HauboJiee pacnpoCcTpaHEeHHOW SH3UMONATHEH, CBI3aHHOW ¢ JedeKTOM MpoueccoB
(darounTosa, siBjsieTcs BPO:KAeHHbII AeUINT aKTUBHOCTH ITI0K030-6-dochaTaernaporeHaspl 3puTpounTon. B
Poccuiickoii @enepanun mytanusi B cTpykrype reHa GOPD, o0ycioBiauBawmiasi cCHUKeHHE AKTHBHOCTH
(epmenTa, oOHapy:xkuBaerca y 2% HaceneHus. JlaHHoe cocTosiHMe BKJIIOYaeT B cedsl psii CHHAPOMOB
(reMoJIMTHYECKHIl, aAHEMHYeCKHH, TPOMOOTHYECKHUI, TI'MNepOMIMPYOMHEMHI0O HOBOPOKICHHBIX, AHOMAJIMH
Pa3BUTHSA OPraHM3Ma), XapaKTep KOTOPLIX MOXKeT ObITh BbIpa:xkeH B pa3Hoii creneHn. HamOosiee omacHbIM
NPOSIBJICHHEM CYUTAIOTCH TeMOJTUTHYECKHE KPHU3bI, CIPOBOLUPOBATH KOTOpPbIe MOTYT OCTpble BHPYCHbIE H
0akTepuajibHble HH(EKUUM WJIM NPHEM TAKHX JEeKAPCTBEHHBLIX MpPeNnapaToB, KakK CyJb(aHUIaAMUIbI,
HECTEPOHIHbIe MPOTHBOBOCHATUTE/ILHBIE CPEICTBA, CAIMIWIATHI, MPON3BOAHbIe BUTAaMHHA K, XHHOJIOHBI U
npyrue. Bue o6ocTpenns y 60J1bHBIX OTCYTCTBYIOT XapaKTepHbIE :Ka100bl, OHH BeAYT NPUBBIYHBINA 00pa3 KH3HH,
HO BCeM MNaLMeHTaM, CTPAJAIOIIMM JAaHHOW (epMeHTONATHeH, NPH O0OpALLEHUM 32 MeJIMUMHCKOW MOMOLIbIO
Heo0X0IMMO MPOBOAWTHL TIIATEAbHbI c0Op aHaAMHe3a ¢ HeJbI0 YCTAHOBJEHHS! BO3MOKHBIX NPEeIUKTOPOB
Pa3BUTHS IeMOJMTHYECKHUX KPHU30B B KaKAOM ONpelejeHHOM ciaydae. B naHHoii cTtathbe mpeacraBjieH 0030p
KJIMHUYECKOI0 CJIy4Yasi reMOJIUTHYECKOH aHeMHUH ¢ Ae(UIMTOM aKTHBHOCTH IJII0K030-0-hochaTaernaporenasnl
IpUTPOUMTOB Yy mnanueHta 19 Jier, omucaHbl 0CO0EHHOCTH Te4yeHUsi 3a0oJieBaHMsI U JiedeHUs] Ha (oHe
reMOJIMTHYECKOro Kpu3a.

KiroueBkie cioBa: reMouTHYecKast aHEMUs, FJ'IIOK030-6-(1)0C(1)aTZ[eFHZ[pOF€Ha3a, KIIMHUYCCKUE NTaHHbIC, aHAJIN3 KPOBU,
JICYCHHUCE.
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To date inborn glucose-6-phosphate dehydrogenase deficiency in erythrocytes is the most widespread
enzymopathy associated with defect in the processes of phagocytosis. In the Russian Federation mutation in the
structure of G6PD gene, which causes the decrease of enzyme activity, is found in the 2% percent of the
population. This condition includes a number of syndromes (hemolytic, anemic, trombotic syndromes, neonatal
hyperbilirubinemia, development abnormlities) which can be expressed in varying degrees. The most dangerous
manifestation is believed to be hemolytic crisis that can be provoked by acute viral and bacterial infections,
taking such medications as sulphanilamides, nonsteroidal anti-inflammatory drugs, salycylates, derivatives of
vitamin K, quinolones and others. During exacerbation-free period patients do not present with any specific
complaints, they maintain their usual lifestyle, however all the patients suffering from this enzymopathy when
seeking for medical care should undergo a trough history examination to identify possible predictors of the
development of the hemolytic crisis in every specific case. In this article clinical case of 19-year-old patient
diagnosed with hemolytic anemia associated with glucose-6-phosphate dehydrogenase deficiency is presented,
characteristics of its course and management against the background of the hemolytic crisis are described.

Keywords: hemolytic anemia, glucose-6-phosphate dehydrogenase, clinical findings, blood analysis, treatment.

Ha ceroansiminmii eHb HacuUTHIBAETCs OKOJIO 20 BpOXKACHHBIX YH3UMOIATUN IPUTPOIIUTOB,
MPUBOANINX K MX reMonu3y. OqHol u3 HanboJiee 4acTo BCTpedaeMoi epMeHTONaTHEH SBIISCTCS

TEeMOJINTUYECKAsT aHEMHUsI, CBsI3aHHAs ¢ Ne(PUITMTOM aKTUBHOCTH TIIOK030-6-(hocharmeruaporeHasbl



(I'-6-®/I") spuTpouMTOB, HacleayeMasi CLIEIUIEHHO ¢ X-XpPOMOCOMOM O pelecCuBHOMY THMY [1-
3].

[To coBpeMeHHBIM JaHHBIM cuuTaetcs, 4To 1/20 Bcex mroael UMEIT ACPEKT B CTPYKTYpe
nanHoro ¢epmenra [4], ciemyer OTMETUTb, 4TO NehUIMT aKkTUBHOCTH [-6-DJII" spuTpouuToB
CBsI3aH ¢ ToOueYHOH MyTarueit B rene GOPD nokanmsoBannoMm B X28, 21 kb mo NCBI [2; 3].

Henocrarounoctu I'-6-OJII" B Oomblieli CTENIEHU MOABEPKEHBI MYXYHHBI W SKCHIIUHBI C
TOMO3UTOTHON MyTalued, HO FeMOJIMTHUYECKHE KpPU3bl MPEUMYIIECTBEHHO XapaKTE€pPHBbI AJIA JIMIL
My>Kckoro mnona. Jlepekr manHoro ¢epMeHTa yacto BcTpeuaercs y HacesneHus: Cpean3eMHOMOPDS,
Azun, Adpukn, Jlatunackoit Amepuxu [5]. Ha Tepputopun Poccuiickoit @enepannu onpenemsiercs
npubau3uTenbHo 'y 2% Hacenenus [6]. M3 aToro ciemyer, 4To JaHHAas MATOJIOTHS BCTpEYaeTcs
MIOBCEMECTHO, HO CTENEHb €€ BBIPAXKEHHOCTH pa3IMYaeTCs, MO3TOMY, MO JaHHBIM BcemupHoii
OpraHM3aliy 3[paBOOXPAHEHUS, BBIACIAIOT IISITh THUIIOB, CPEIU KOTOPBIX TOJBKO IEpPBBIE TPHU
SIBJIAIOTCS 1€(DULUTHBIM COCTOSIHUEM:

[ — TspKEnBIN AeUIUT ¢ XpOHUYECKU MTpoTeKarolei anemuen (aktuBHOCTb [-6-DJI'<10%);

II — Tspxensiit aeuuut ¢ 3nu3ogaMu remMonusa (aKTUBHOCTH [-6-DOJ[1'<10%);

I — ymepeHHBIH AePUIMT C TEMOTUTHYECKUMH KpU3aMu Ha ()OHE BO3JCHCTBUS CTPECCOPHOTO
¢axropa (10%<aktuBHOCTh ['-6-D/I1'<60%);

IV — nerkuit geguuut ¢ orcyrcTBueM cuMmnromatuku (60%<axtuBHoctb [-6-OJII'<100%);

V — noBsblIllIeHHAs aKTUBHOCTDH 0€3 KIMHUYECKHUX MposiBiaeHu (akTuBHOCTDH [-6-DJI[™>100%) [7].

[-6-®/II" — pepMeHT, 3aITyCKaOLIUI TIIMTOIU3 MO MeHTo30(ochaTHOMY MyTH, CIOCOOCTBYET
BOCCTAQHOBJICHHIO HHKOTMHaMMIaAeHUH-TuHyKIeoTHadochara (NADP) no NADPH, xoropsiii
HeoOXoauM 11 00pa30BaHMS BOCCTAHOBJIEHHOI'O TIJIyTaTHOHA, CBSA3BIBAIOLIEIO OKHUCIIUTENH,
HarpuMep NEPOKCHUJL BOJOPOa, HAKAIIIIMBAIOIIHUECS B SPUTPOLIMTE.

[Ipu wenocratounoctu I'-6-OJII" NpouUCXOIUT CHUKEHUE SHEPreTHUECKUX 3alacoB KIIETOK,
YTO B CBOIO OYepeab NMPUBOIUT K JEHATypauuu remorioouHa (popmupyrorcs tensia I'eiinna-
Opnuxa) U OENKOB, BXOJMIIMX B COCTaB KIETOYHOM MeMOpaHbl. [loBpexIeHHBbIE KIIETKU
NMUMHUHUPYIOTCS B CEJIE3€HKY, TaM OHU TEPAIOT YacTh CBOEH MOBEPXHOCTH, IMOCIE Yero OBICTPO
pacmanarTcs B KPOBEHOCHOM pyclie (BHYTPUCOCYAMCTHIN remMonu3). [Ipu 3TOM KU3HEHHBIM UK
spuTpouuToB He npessbimaet 30 cyTok (B HopMe 3-3.5 mecsiua) [1; 2].

K HacrosiieMy BpeMeHM M3BECTHO, YTO CIPOBOLUPOBATH T'€MOJUTUYECKUH KPHU3 MOTYT
9K30reHHble (omucaHo Oonee 40 MeIMKAMEHTOB, K HMX YHCIY OTHOCATCA CyJb(haHWIaMUIbI,
HECTEPOUIHbIE MPOTUBOBOCHIAIUTEIbHBIE IMpENapaThl, CaauLUIaThl, TPOU3BOAHbIE BUTaMHHA K,
XUHOJIOHBI U JpyTHE, a TaKKe€ BHUPYCHI U OAKTEPUH, B JTUTEPATYPE OMUCAHBI CIIyYaH JUTUTEITHHOTO
BO3CHUCTBUS yIbTPa(QUOIECTOBOTO OOIyUEHUs], TICPETPEBAHNS U TIEPEOXIIAXKICHHS) U SHIOTCHHBIC

(auMmo3bl pa3IMYHOrO IeHe3a — MpH caxapHoM Juabere, MpH INEUYEHOYHOM HEeIO0CTaTOYHOCTH;



npeskIaMIicusi) (GakTopel y JHIl ¢ BpokIeHHBIM aedexkrom Qepmenta [-6-OI°, mpu sTOM
paspymieHUe SPUTPOIUTOB OyJAET HOCUTH SIU30IUYECKHIN XapakTtep [2; 8], HO U3BECTHHI CiIy4aw,
KOTJla pa3BHBAeTCSd XPOHUYECKUH TeMonn3 0e3 BO3JCHCTBHUS OKCHAATUBHOTO cTpecca [9], dto
00yCJIOBIMBAET  AKTYaJbHOCTh  M3YYCHHS  HACIEACTBEHHOH  T€MOJUTHYECKOW  aHEMMH,
o0ycioBieHHO# nedunnurom akTuBHOCTH [ -6-D/IT".

Heob6xomumo yuuTeiBaTh TOT ¢akt, uto mpu HemoctatouHocTd NADPH cuuxaetcs
AKTUBHOCTh HEUTPOUIOB, YTO NPHUBOAUT K AucOaraHCy aHTUOKCHUAAHTHOM 3alllUThI, a 3TO
MIPOSIBIISIETCSl HEa/JeKBATHOW peakIeld opraHu3Ma Ha HWHQEKLIUH, YTO, B CBOIO OYEPEb, MOXKET
MIPUBECTH K MIOBTOPHBIM CITy4asiM pPa3BUTHS T€MOJIMTUUECKUX Kpu30B [1].

Llenb uccnenoBanus 3aKitoyanach B MPEACTaBICHUN OCOOCHHOCTEN KIIMHUYECKOTO TeUEHUS U
JICUEHUsl HACTEACTBEHHON (OpMBI aHEMHUH, CBA3AHHOW C Ne(UIUTOM aKTHUBHOCTH TIIIOKO30-6-
¢docharaernnporenassl 3pUTPOLUTOB Yy MAIMEHTa B Bo3pacte 19 nerT.

Knunuuecxoe nabniooenue

[Tamment II. moctynun B rematosiorndyeckoe otnenenne bMY «KOKbBy» 13.09.2019 r. ¢
’KanobaMH Ha TOBBIINIEHHWE TemrepaTypsl Tena a0 39 °C, moTemMHeHHE MO4YM, AUCKOM(OPT B
MOSICHUYHOM 00J1aCTH, CYXOCTh BO PTYy, OOIIyI0 cinabocTh, TOJIOBOKpYKEHHE, IIyM B YIIaXx,
MeJIbKaHUE «MYILIEK» Nepe] riaa3aMu.

N3 anamHe3a 00JIe3HN YCTAHOBJIEHO: CUYMTAET ce0s OOJBHBIM C TPEXJIETHETO BO3pacTa, Koraa
B TeMorpaMMe BIEpBble ObUIa BBISIBIEHA HOPMOXPOMHAsi aHEMHUS C PETUKYJIOLUTO30M H
runepOuupyounemusi. O6cnenoan B HUMO3MAII r. XapekoBa, rae Takxke ObUT IPOBEAEH
TeHETUYECKUH aHalau3 MaTepu TMalueHTa W Obula BbIABIEHA MyTamuss B reHe GO6PD B
TeTePO3UTOTHOM COCTOSIHMH. AKTHBHOCTh ()epMEHTa y OOJHLHOT0 Haxoamiachk B mpenenax 75-80%.
Ha ocHOBaHMM MOTy4YeHHBIX JaHHBIX ObLT MMOCTABJIEH TUArHO3: HeCPEepOoIUTapHas FeMOJUTHYECKas
aHemMusi — IeUIUT aKTUBHOCTU TIIIOK030-6-pocharaeruapreHassl 3puTponutoB. Habmonancs y
JIETCKOTO IeMaToJIora, MoKa3aTelld KPOBU OCTABAIUCH CTAOUIbHBIMH.

[IepBbIii TeMOIUTHYECKHH KpU3 OTMEYaeT B BO3pacTe S5 JIeT, KOrjza Iocie Ipuema
aHTUOMOTHKOB 0€3 Ha3HA4YeHHs Bpaya, yepe3 CYTKH, MOBBICHIIACh TemriepaTypa tena ao 38 °C,
W3MEHUJICS I[BET MOYHM — MpHoOpena TeMmHbId 1BeT. C JaHHBIM CHMITOMOKOMILIEKCOM ObLI
TOCIUTAIU3UPOBAH B TE€MATOJIOTMUECKOE OTACIICHUE 10 MECTY KUTEIbCTBA, aKTUBHOCTH ['-6-D/II"
cocraBisia 17%, mnanueHTy ObUI OTMEHEH Ipenapar, SBISIOIIMNCS B JaHHOM Clydae
reMOJUTHYECKUM areHTOM, U Ha3HaueHa H(y3nOHHAs Tepanus (Ha3BaHUe Mpenapara yTOYHUTh He
y/aJI0Ch), TIOCJIE YET0 ero COCTOSHUE CTaOUITU3UPOBAIIOCH.

Bropoii xkpu3, B Bozpacte 12 neT, cBA3BIBAET C NMPUEMOM IIPENApaToOB alleTUICAIULUIOBON
KHUCJIOTHI C IIEJIbI0 CHUKEHUsT TeMriepaTypbl Tena (37.2 °C) mpu npoctyaHoM 3abosneBanuu. Yepes

JIBO€ CYTOK OTME€YaeT MOBTOPHBIM moabeM Temieparypbl 10 39.5 °C, KeNTyIIHOCTh KOXHBIX



MTOKPOBOB U CIIU3HUCTHIX, TIOTEMHEHUE MOYH, 00JIM B KOCTSIX, ObII B TOCIIUTAIU3UPOBAH B OOJHHUILY
10 MECTY KHUTEIbCTBA, TJI€ BHIMOIHIOCH KOMIUIEKCHOE 00CIeI0BaHNE C OLIEHKOW aKTUBHOCTH ['-6-
OJI" — 12%. [IpoBoaunace nuH(Y3UOHHAS Teparnus U30TOHHUYECKHM PAaCTBOPOM XJIOpUIA HATPUS,
HO TOKa3aTelld KPOBH OCTaBajlWCh 0€3 MOJOXKUTEIbHON JIWHAMUKHA, OTMEUAIOCh CHI)KCHUE
remorao0nHa Hike S50 /11, YTO MOCITYKUIJIO TTOBOJOM K IPOBEICHUIO TeMOTPAaHC(Y3HH, COCTOSIHHE
MocJie MPOBEIEHUSI TeMOKOMITIOHEHTHOM Tepaluu yI0BIETBOPUTENIbHOE, OCIOXKHEHUH He Obuto. B
Te4eHue 3 JHeW ToKa3aTeld KPOBU HOPMAIM30BAIUChH, KIMHUYECKUE TMPOSABICHUS ObLIN
KYITUPOBAHBI.

C 2015 rona B CBSI3M CO CMEHOM M€ECTa KHUTEILCTBA 00nbHOI Habmomaercst B BMY «KOKby,
Ha TPOTSHKEHUU MEepHoAa TUCHAHCEpHOro HaONIONEHHs Yy TMallMeHTa COXpaHsIach yMEpeHHas
rUNepOMIpyOuHEMUS, TIOKA3aTeNu KPaCHOW KPOBHU OCTaBAJINCh B HOpME. YXYJIIIEHUE COCTOSHUS
ormeuaer ¢ 08.09.19 roma, xorma Ha (OHE NpUEeMa HECTEPOMAHBIX MPOTUBOCIAIUTEIBHBIX
npemapatoB (07.09.19 roma), mo moBoxy OoJsieli B cycTaBaX, MOSBHIIACH JKEITYIIHOCTH CKJIEP.
09.09.19 rona remneparypa tena noseicuiiach 10 39 °C, oTMe4aeT MOTEMHEHHE MOYH, TUCKOMMOPT
B TOSICHUYHOM 00JIacTH, MOCTOSIHHBbIE OONHM B JIeBOM moapeOepHON 00IacTH, CyXOCTh BO PTY,
o0mIyt0 c1aboCTh, TOJOBOKPYXKEHHUE, IIyM B YIIaX, MEIbKAaHUE «MYIIEK» Iepela Tia3aMu. bein
TOCIUTAIM3UPOBAH B WH(MEKIHOHHYIO OOJBHHIy TI0O MECTy JKUTEIBCTBA, TJE MPOBOIMICS
JTUArHOCTHYECKUN MOMCK MO JIMXOPaJKe HESICHOrO reHe3a, He MCKIII0YaJCsl TeMOIUTUYECKUN Kpu3
Ha (OoHE HACIIEJICTBEHHOW FeMOJIMTHYECKOW aHEMHH, 00YCIIOBIIEHHOHN AeUIIUTOM aKTHBHOCTH [ -6-
OJII" sputporutos. [lamueHTy mpoBoAMIACH KAapOMOHWXKAroImass U HH(y3HOHHas Tepamusi Oe3
MOJIOKUTEIHHOU TUHAMUKH. B remorpamme HaOIt0aniCh HapacTaloas aHeMUsl, PETUKYJIOIUTO3.
[Mocne wuckmoueHns WHQ)EKIMOHHBIX 3a0o0iieBaHWI OONBHOW IEPEBECH B T'€MAaTOJOTHYECKOE
ornenenne bMY «KOKDB» misa nonoiHUTEILHOTO 00CIe10BaHU 1 JICYEHHUS.

W3 anamHe3a XU3HU M3BECTHO, YTO POC W PA3BHBAICA B COOTBETCTBUU C BO3PACTOM,
CEMEHHBI aHaMHE3 10 OCHOBHOMY 3a00JICBaHHMIO OTSTOIICH CO CTOPOHBI MaTepH, BHUPYCHBIE
TeMaTUThl OTpUIaeT. V3 epeHeceHHbIX 3a00ICBaHI OTMEUAET MPOCTYAHbBIC. AJIeproaHaMHe3 He
otsronieH. ['emorpancdy3ust npousBoamiack B 2012 roay B CBS3HM ¢ pa3BUTHEM aHEMHH TSDKEION
CTeNeHH Ha (poHE TeMONUTHYECKOro KpH3a, MoOo4YHbIX 3¢ (eKkToB He ObLI0. BpemHbie mpUBBIYKU
OTpHUILIACT.

[TaneHTy BBIMOJHSIIOCH KOMIUIEKCHOE KIMHUYECKOe 00CIeIoBaHNe, BKITIOUYAIOIee B ceOs:
OOBEKTUBHBIM OCMOTp, J1abOpaTOpHble M HWHCTPYMEHTaJbHbIE METOJBI HCCIIEeNOBaHMs. bpiu
MIOJTyYEHBI CIEIYIONINE PE3yIbTaThl: TPU OOBEKTUBHOM HCCIIEIOBAHUU: O0IIEEe COCTOSIHUE CPEaHEeH
CTETICHH TSDKECTH, KOXKHBIE TOKPOBBI U CKJEpPHI OJeTHO-KENTylIHOW okpacku. [lepudepuueckue
auM@daTuuecKkre y3ibl HE yBelIW4YeHbl. [Ipu aycKyiabTalluu JErKWX: HajJ BCEH MOBEPXHOCTHIO

BE3UKYJIIPHOE JbIXaHHE, NaTOJOTMYEeCKHX IIyMOB HeT. TOHBI cepana MNpPUTIYIIEHbl, PUTM



npaBWiIbHBIN, mynbec 102 ya. B muH. AprepuanbHoe naBienue 135/80 mm pr. cr. [ledens
MaJbIUPYETCsl IO Kpaw MpaBoil pebepHO myrH, 0e300Je3HEHHA, CEele3eHKa BBICTYMAeT W3-TIOJ
Kpasi JieBoi peOepHoit ayru Ha 8 cM, 6e3001e3HeHHAsI TP MaTbIAIUH, IJIOTHONH KOHCUCTEHITUH.

JlanHble abopaTopHBIX MeTofoB  mcchenoBanus: [(O) rpymma kpoBu u  Rh'-
nosoxkutenpHbid; HsbAg, a-HCV, RW, BUY - orpunarensHbie. B o0miem aHamm3e KpOBH —
HOPMOXPOMHAsl aHEMHUS TSKEIOW CTENEHH TSDKECTH, PETUKYJIOLUTO3, JIEHKOIUTO3 CO CIBUTOM
JAekouuTapHod (QOpMyIbl  BIEBO W TPOMOOLIUTONEHMS, OCMOTHYECKas PE3UCTEHTHOCTb
spurpouutoB min — 0.54%, max - 0.38%. B OuoxumuueckoM aHammM3e KPOBH —
runepomInpyOuHeMus 3a c4eT IpsAMOI bpaxuu, MOBBIIICHHBIN YPOBEHb
acraparmHaMuHoOTpaHcdepassbl, JaKTaTaeruAporeHasbl (mpakTudecku B 4 pasza). AKTUBHOCTH [-6-
OJII" cocranmnsia 20%. B obmeM ananuze Mo4H: BET Oypblil, MPO3PavyHOCTh MyTHAsI, MOBBIIICHHAS
IUIOTHOCTh U TeMaTypH.

Pe3ynpTaThl MHCTPYMEHTQJIBbHBIX METOJOB HCCIEIOBAHMS: Ha 3JIEKTPOKapAHOIpaMMeE -
cuHycoBasi Taxukapaus. [Ipu ynbTpa3ByKOBOM HCCIEIOBAHWH OPraHOB OpPIOIIHOM MOJIOCTH U
3a0pIOMIMHHOTO TPOCTPAHCTBA: >KeTUYeKaMeHHas OOJe3Hb - XOJelucTonuTuas. HeznauntenbHbie
Qg Qy3Hble U3MEHEHHSI MAPEHXUMBbI Ne4eHn. BripakeHHast cruienomeranus 16.8x6.6 (cm), S=123
cMm’. He3HauuTenbHbIE H3MEHEHHUS MapPEHXUMBI TT0YEK.

[Tocne npoBeneHUs: KOMIJIEKCHOTO KIMHUYECKOI0 00ClieJOBaHUsI NAl[eHTa ObLI MOCTaBJICH
JIMarHO3: HAaCJEJCTBEHHAss TEeMOJUTHYECKass aHeMHsT — JAe(@UIUT aKTHMBHOCTH TJIIOK030-6-
(docdaTnernaporeHasbl SPUTPOIUTOB. | eMONTUTHYECKUI KPU3.

[TanmenTty ObUTO MpoBeneHO cienyromee jeueHue: Sol. Natrii hydrocarbonas 5% - 800.0
D.S. BuyrpuBenno, 1 pa3 B neap — ¢ 13.09.2019 mo 20.09.2019 r., ¢ 20.09.2019 r. Ha ¢one
MOJIOKUTEILHOW JIMHAMUKH TOKa3aTellell KpoBM 00bEM BBOJAMMOIO pacTBopa TruapokapOoHaTa
HaTpHs YMEHBIIIEH B 2 pa3a.

PactBop rumpokapOonara Hatpus (NaHCOs3) nHasHauaercs C 1enpl0 MPO(UIAKTUKA
pa3BUTHA METaOOJIMYECKOrOo auujo3a, TaK Kak MpH TEeMOJHM3€ IPOUCXOJIUT TOBBIIIEHHOE
MOCTYIUICHHE KaJlusg BO BHEKJIETOYHOE IMPOCTPAHCTBO, UYTO NPUBOAUT K HApPYIICHHUIO
aTPUOBEHTPUKYJISIPHOH npoBogumocty, Takke NaHCO3 okasplBaeT AMypeTHUECKOE NEHCTBUE, YTO
CIOCOOCTBYET YCKOPEHHIO BBIBEICHUS MPOTYKTOB T€éMOJIN3a U3 KPOBEHOCHOTO pycia.

Ha ¢one tsoxenoit anemun 13.09.19 1. (273 mur) u 14.09.19 1. (286 mu1) Oblia mpou3BeieHa
ornepanys nepearBaHys KOMIOHEHTOB KpoBu: spurponuTapHoi Maccsl O(I) Rh'-nonoxurensuas.
NudopmupoBanHoe 100pOBOJIBHOE COTJacHe MAIlMeHTa Ha BBIMOJHEHUE NAHHBIX MAaHUITYJISLIUAN
noiy4yeHo. [IpoObl Ha MHAMBHUIyaTbHYIO COBMECTHMOCTD, PE3yC-COBMECTUMOCTh U OMOIOTHYECKast
orpunatenbHel. OCIOKHEHUH BO BpeMsl MEpeMBaHUN KOMIIOHEHTOB JIOHOPCKOH KPOBU HE OBLIO.

CocTosiHHE pEeUITUEHTAa OCie MPOBEIEHHOM ONepalluu Y10BJIETBOPUTEIHHOE.



Ha ¢oHe mpoBeleHHOTO JICUEHUS Yy MaleHTa HAOIIOAAeTCs IOJIOKHUTEIbHAS KIMHHKO-

nabopaTtopHas AMHAMHKA: 00Illee COCTOSIHHE yAOBJIETBOPUTEIbHOE, HOPMAaIH3aIUs TeMIIepaTyphbl

TCJ1a, O1BETAa KOXH U BUIUMBIX CIM3UCTBIX O6OHO‘IGK, YMCHBIICHUC Pa3MEPOB CCIIC3CHKH. I[I/IHaMI/IKa

pe3yIbTaToOB JaOOPAaTOPHBIX MCCIICAOBAHMM MIpeCTaBIeHa HIDKE (Tadu. 1-3).

Tabmuma 1
OO0t aHau3 KpOBU
Iloka3aTenu 13.09.19 | 14.09.19 | 16.09.19 | 19.09.19 | 23.09.19 | 24.09.19
Hb, r/a 58 68 103 114 116 118
Spurpoumrsl, 10'% /a 2.5 2.73 3.4 3.6 3.68 3.7
I'emaTokpur, % 25 27 34 38 39 39.5
I{BeTOBOM MOKa3aTeJb 0.9 0.9 0.9 0.95 0.9 0.95
Tpom6ouuTsl, 10%/a 75 69 188 162 162 163
PeTuxkyaouunrsl, %o 200 200 200 220 200 120
JleiikouuTol, 10°/1 5.8 8.1 7.4 4.2 43 4.9
Muenouutsl, % 3 1 0 0 0 0
Metamueaonutbl, % 5 2 0 0 0 0
IMasoukosinepusbie, % 7 6 2 5 5 6
Cermenrosiiepubie, % 64 59 54 50 51 52
Jo3uHopuIbL, Y% 1 1 2 2 2 0
Jlumpouutsl, %o 14 18 30 30 30 29
Mononurnl, % 14 16 7 12 12 13
HJIZBMZIT:I‘ICCKI/IB 0 0 ) 0 0 0
KJIeTKH, %
CO9, mm/u 6 5 2 4 4 3
Tabmumna 2
buoxumuyeckuii aHau3 KpoBU
Iloka3aTenu 13.09.19 16.09.19 19.09.19
Oomuii 0e10K, I/ 70 70.5 71
Buiaupy0onH, MKMOJIB/JI 73.5 48.7 48.0
IIpsimoii OMIANPYOHH, MKMOJIB/JI 45.5 26.1 20.0
Henpsimoii 0u1npyouH, MKMOJIb/JI 28.0 22.6 28.0
AslanuHaMuHoTpaHcdepasa, En/a 38.2 22.9 17.4
AcnaparnnamMmuHoTpancdepasa, En/a 58.4 26.6 20.8
KpeaTnHuH, MKMOJIB/J1 76.9 76.7 76.5
JlakTaTnernaporenasza, ME/a 1781 1140 844.0
Illesounas gocdarasa, EJl/a 125.5 125.4 125.5
I'10x03a, MMOJIB/JI 5.16 -
MoueBHUHA, MMOJIB/JI 6.3 -
K, mmoJin/a1 4.17 -
Ca?', MMoab/21 2.46 -
Na*, MMoJIb/11 140.7 -
CI, mmoJab/n 102.0 -
Tabnuna 3
OO0mui aHaIn3 MOYH
Iloka3aTtenu 13.09.19 16.09.19 19.09.19 24.09.19
Iser By pbiii Kenrtoii Kenrbrii Kenrtobii
(HACHIIIICHHBIH) (HaCBIIIEHHBIN) (HACHIIICHHBIH)




IIpo3pavHocTh MyTHas MyTHas Caernas Caetnas
YaeabHbli Bec 1034 1020 1020 1021
Peaxknus Cnabo-kuciaast Kucmas Kucnas Kucnas
Benok, r/a 0.78 0 0.05 0
e . 2-3 1-2 1-2
INIOCKHMH B 11/3p
Jeiixonirer 5 25-30 4-5 1-3 1-2
n/3p
JpUTPOLMTHI 20-23 i 12 i
HEHM3M. B 11/3p
OpUTPOUUTHI
M3M. B 1/3p i i i i
uauHapbI
3epHHUCTHIE B 4-6 - - -
n/3p
Ypatsl VYpatsl Ypatsl Ypatsl

Coumm (aeboubIioe (aebonbIioe (HebombIIoe (aebonbIioe

KOJINYECTBO) KOJINYECTBO) KOJIMYECTBO) KOJINYECTBO)

[Tarment Bbimucan 24.09.19 r. B yJOBIETBOPUTEIBHOM COCTOSIHUM CO CIEIYIOIIMMHU
pPEKOMEHALMAMU: TUHAMUYecKoe amMOynaTopHOe HaOJIOJIEHHEe yYaCTKOBOIO TepareBTa 1Mo MECTY
KUTENbCTBA, KOHTPOIIb MTOKa3aTeNel 001ero ananmsa KpoBu U akTUBHOCTH [-6-D /11" 3puTpoIuToB,
KOHTPOJIb 33 TPUEMOM IIPEraparoB, CIIOCOOHBIX CIPOBOIMPOBATH PA3BUTHE T'€MOJIUTHYECKOTO
KpH3a.

3akiaro4enue

Knunnueckue nposiBneHus y nanueHToB ¢ aegextom [-6-O/II" nautensHOoe BpeMs MOTYT
OCTaBaTbCA CKPBITHIMH, a MpPHU COOJIOJCHUN NPO(UIAKTUYECKHMX MEp BOBCE HE IPOSBUTHCS Ha
MPOTSDKEHUHM BCEH JKM3HU, MO3TOMY CpPEAM JAHHOW TPYMIBI OONBHBIX HEOOXOTUMO TPOBOIHTH
TIIATEJbHBIA cOOp aHamHe3a 3a00JieBaHUS C LENbI0 YCTAHOBJIEHHUS BO3MOXKHBIX MPEIUKTOPOB
Pa3BUTHS TEMOJIUTUYECKUX KPU30B, UTO CHU3UT KOJIMYECTBO OOOCTPEHUH B BHJIE T€MOIUTUYECKUX
KPHU30B, a 3TO B CBOIO OY€peIb MPEJOTBPATUT PA3BUTHE TAKOT'O OCIOKHEHHS, KaK OCTpas MOYeHHast
HE/I0CTaTOYHOCTb.

B ciyyae HE0OXOAMMOCTH MpHEMa JIEKAPCTBEHHBIX BEIIECTB, BBI3BIBAIOIIMX OOOCTpEHUE
TeMOJUTHYECKON  aHeMHMHM,  HEOOXOJUMO  coueTaTb HMX TpUeM ¢  [pernapaTami,
BOCCTaHABIMBAIUMU TI0TaTHOH (Kewut 30.0 B komOuHamu ¢ pudodaasuaom 0.03).

Tepanuio reMONUTHYECKUX KPU30B HAUMHAIOT C MPEKpAIIEeHUs JeHCTBUS 3THOIOTHYECKOTO
(hakTopa, MPUBOASILETO K pa3pylIEHUIO 3pUTPOLUTOB. HazHaueHne aHTMOKCHAHTHON Tepanuu Ha
CETOAHSIIIHEH JeHb HE pacCMaTpPUBAETCs KaK KIIOYEBOU ITal B JieueHUH. [Ipu pa3BUTUU MOYEHHOMN
HEJIOCTaTOYHOCTH IMOKa3aH TreMoauanu3. Takke y [OaHHOH TIpynIbl HAIMEHTOB BBITOJHEHHE
CIUICHIKTOMHH SIBJISIETCS KpaHUM METOAOM, MPUMEHSIOMIUMCS MPH YacThIX OOOCTPEHHUSX, IS

KYIUPOBAaHUS KOTOPBIX BBIMOIHSIIOT FeMOTpaHChy3UH.




Hcxon reMOIUTUYECKUX KPU30B 3aBUCUT OT BO3pAacTa, COCTOSIHMUSI CEpIEHYHO-COCYAUCTOM
CUCTEMBbl M HE3aMEeIUTEIbHOW OTMEHBI NMPOBOLUPYIOMUX (PAKTOPOB, MPUBOIAIMIMX K aKTUBALUU
MPOLIECCOB TeMOJIN3A.

Ha cerogusmHuii  JeHb OCTaeTCs  aKTyaJbHbIM  BOIPOC  PAHHETO  BBISBJICHUS
TFeMOJUTHYECKUX areHTOB y ONPEJEICHHOI0 MallMeHTa, YTOObl CBECTH K MUHHUMYMY BO3MOXKHBIE
obocTpeHust 3abosieBaHus. BimsHMe Tex wWIM WHBIX (AKTOPOB, MPEeApacIoararoimx K
pa3pyLIEHUIO SPUTPOIIMTOB, CKPHIBAETCS HA MOJIEKYJISIPHO-TEHETUYECKOM YPOBHE, TJI€ TPOUCXOTUT
O0JIbIIIOE YHUCIIO pPa3NUUHBIX MyTanuil B reHe G6PD, oTBeuaromeM 3a CHHTE3 M AKTUBHOCTh
depMeHTa TIII0K030-6-hocdaraernaporeHassl, YTO CTAaBUT AAHHYIO CUTYAIHIO B YUCIIO CIIOXKHBIX
3a/1a4, TaKk KaKk BO3HMKHOBEHHE HOBBIX KOMOMHALMNA MPUBOJUT K YBEJIWYCHHIO T€MOJUTHYECKHX

arc¢HTOB.
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