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BBegeHune. [lepuumnt roKo30-6-pocoatgernaporeHasbl — ofHa M3 Hanbosiee HYacTblX 3H3UMONaTUM, MPUBOASLIMX
K remonn3y. OKoso 2% npoueHToB HaceneHus Poccuickon deaepalmn UMeT JaHHY0 naTonoruio. KnmHudeckui cayvan
AEMOHCTPUPYET TaKoe OCJIOKHEHMNE AaHHOro 3abosieBaHUs, KaK KeJlYHoKaMeHHas 60/1e3Hb. OnucaHue KJIMHUYEeCKo-
ro cay4as. llayneHt B., 17 net, HabawogaeTcs y rematosora rno roBogy aHemuu BCIeACTBUE AeduumTa roK030-6-
pocpatgerngporeHasnbl. B 2019 r. o6HapyKeHbl KOHKPEMEHTbI XEeAYHOro ny3bipsi. [1py 0cMOTpe OTMeYaeTCss UKTEPHUYHOCTb
KOXKHbIX MOKPOBOB M CKJep, nNpu naabnauyum — 60/Ie3HEHHOCTb B NpaBoM noapebepse. [pn MarHUTHO-PE30HaHCHOM
XoslaHrmonaHkpearorpapuu: JBa KOHKpeMeHTa B ANCTallbHbIX OTAEe/1aX X0/1e40Xa, KaMHN YKe/TYHOro ny3blpsi, paclumpeHue
06LLero Ne4eHO4YHOro 1 fy3bliPHOro NPOTOKOB. B 06LieM aHann3e KpoBu: rMnepxpoMHasl MakpouuTapHas aHeMus 1erKon
cTeneHn. B 6MoOXMMUYECKOM aHam3e KPpoBU: r’MnepounanpybuHemMmsl, mMpeUMyLLECTBEHHO 3a CYET NPsSIMoK ¢ppaKLmu, nocse
2-x cyT rocnutanudayun. lpoBeseHa 3HAOCKONUYECcKas JIMTOIKCTPaKLUMS M3 xone[oxa. HasHadYeHa MeqMKaMeHTO3Hast
Tepanus. OTMeYaeTcs MooKUTEIbHasi AMHaMMKa B KOHTPOJIbHbIX MCCefoBaHUsX. [laymMeHT BbincaH B yA0BIE€TBOPUTE Tb-
HOM coCTosiHMM Ha 10-e cyT. 3aKaYeHue. AjeKBaTHas AMarHoCTMKa U BepHas TaKTUKa JIeYeHUs crnoco6CTBYIOT 61aro-
MPUSITHOMY Mcxoay 3a6osieBaHuUs.

Knro4eBble cnoBa: xen4HoKameHHas 60/1€3Hb, AePULNT r10K030-6-pocoataernaporeHasbl, FreMoInTUYECKas aHeMUS,
X0J1€J0X0/INTUA3, KIIMHUYECKMI CalyYan

Ansa yntupoBaHus: bnyposa O.A., Hyinko A.M., NlapuHa J1.E. lemonntnuyeckas aHemus BcneacTene aeduLnTa roKo30-6-
docodaTtaernaporeHasbl, OCN0XHEHHANA KeN4YHOKaMeHHOW 60Ne3HbIO: KIMHUYECKUIM cnyYvan. lNeguatpudecKas papmakxo-
norus. 2023;20(1):77-80. doi: https://doi.org/10.15690/pf.v20i1.2521

BBEJEHME

[nioKko30-6-docdataernaporeHasa aBASETCA OOHUM
M3 KyeBbix GepMeHToB neHTo3odocdaTHOro nyTwu.
OH ob6ecneymBaeT peakLmo Npeobpa3oBaHUA MIOKO30-6-
dpocdaTta B 6-dochornoKoHar, B Xxo[le KOTopor ob6pasyroTcs
nse monekynsl HAAPH, HeobxoanMble Ansi BOCCTaHOBNEHMUS
rnyTaTmMoHa, obecneymBatoero paboTy aHTMOKCUAAHTHbIX
cuctem [1].

Oednunt rnwoKko3o-6-dochdataerngporeHasbl —
X-cuenneHHoe 3aboneBaHuWe, NPUBOASLLEE K CHUMKEHWIO
aKTUMBHOCTM MMIOK030-6-bocdataernaporeHasbl B 3pUTPO-
uMTax. [aHHas 3aH3umonatua Habnwogaetca y 400 maH
yenoBek B mupe. Ha Tepputopum Poccuickon denepaumm
yacToTa BCTPeYaemMoCTM COoCTaBAsieT npumepHo 2% [2].
Oednunt rnoKo30-6-pochataerngporeHasdbl  MNpPUBO-
OWUT K CHUXEHMWIO YPOBHSA BOCCTAHOBJIEHHOrO [NyTaTuo-
Ha, 4TO, B CBO O4Yepedb, NOBbIWAET MPOOKCUAAHTHbIN
3DbEKT HEKOTOPLIX IEKAPCTBEHHbIX NpenapaToB, TOKCK-

HOB ¥ MHpeKUMW. B pesdynbtaTe o6pasytoTcs npeuunutarhl
remornobuHa (tenbua lenHua), KoTopble 3MMUHUPYIOTCA
CeNnes3eHKom, U B Ma3Ke nepndepuyecKkomn KpoBu NosBASIOT-
CSl «<HaAIKyCaHHblE» 3PUTPOLIUTHI, B AaSIbHEWLLIEM OHM MOABEP-
ratotcsi BHyTpMcocyanctomy remonusy [3]. femonutmuyeckune
KPW3bl HOCAT 3NN30ANYECKUI XapaKTep, HO MPU HEKOTOPbIX
dopmax 3aboneBaHns MOryT NPUHUMATb XPOHUYECKOE Teye-
HUWe, YTO MPUBOAMT K PA3SIMYHBLIM OC/IOXKHEHUSAM. K TaKoBbIM
MOYHO OTHECTM annacTUYeCKUe KPpH3bl, MOparKeHne neyeHu
N KEeN4YeBbIBOASLWMX MyTEN, XONIECTas, KeN4YHOKaAMEHHYI0
60/1€3Hb 1 remocuaepos [4].

HKenyHokameHHasa 60ne3Hb — XpOHWYecKoe 3abo-
NeBaHWe C TEeHETUYECKOW MnpeapacrnonoXKEeHHOCTbIO,
npuM KOTOPOM MPOUCXOAUT 06pasoBaHME KOHKPEMEHTOB
B eN4YHbIX NyTax. EV npeawecTByeT BO3HUKHOBEHME GUNN-
apHOro cnaf)a BcneacTBne MeTaboMYECKUX HapyLLIEHUI
(nepeHacblllEHNE KENYU XONECTEPUHOM MU BGUINPY6GU-
HOM) WM HapylweHUs OTTOKa Xen4du (06Typaumsa xenye-
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BbIBOASALLMX MyTeKn), 4TO MOXeT NpuBecTU K dbopmupoBa-
HMIO eNYHbIX KaMHeW [5]. KOHKpeMeHTbl nogpasaenstores
Ha cnejylowmne TUMbl: XONecTePUHOBbIE — K3-3a NepeHa-
CbILWEHUA XeNn4n X0NeCTeEPUHOM, NMUTMEHTHbIE (YEpPHble) —
obpasylolmecs npu XpOHUYECKOM reMosin3e BCreacTBUe
NOBbIWEHNUA YPOBHA HeNpsMoro o6ununpybuHa, a TaKxe
CMellaHHble [6]. B OCHOBHOM uX (GOpMHUpOBaHWE OCy-
WEeCTBNAETCH B EeNYHOM Ny3bipe, 4TO He COMNpoBOXAa-
€TCA KAUHWUYECKMMU nNposiBneHnaMn. OfHaKo Murpauus
KOHKPEMEHTOB B XeN4YHble MPOTOKU COMPOBOXAAETCH WX
o6Typaunen M pa3BuUTUEM XOJflaHrUTa, XONefoxonuTnasa,
naHKpeaTuTa 1 XXeN4HoW KONuKK [7].

KJAUHUYECKUIA NPUMEP

O nayueHTe

MauwneHT B., 17 net, o6patmncs B NpuemMHoe oTaeneHme
MopO30BCKOM AETCKOW FOPOACKON KIMHUYECKOW 6GONbHU-
Ubl C *xanobamu Ha 6011 B NpaBoM nogpebepbe, TOWHOTY,
ENTYLWHOCTb KOXK U cKnep. U3 aHamMHesa: HabnogaeTcs
y rematosiora no noBoAy BPOXAEHHOW reMOSIMTUYECKON aHe-
MWW, BbI3BAHHOW HELOCTATOYHOCTbIO GepMeHTa rMoK030-6-
dpochataerngporeHasbl, nosayyaer Tepanuio BUTaMWHOM E
n donmeBomn kKucnoton. B pekabpe 2019 r. npoxoaunn cTauym-
OHapHOEe fleYeHne B CBA3KU C Pa3BUTUEM FEMOUTUYECKOTO
Kpu3da nocne nepeHeceHHon OPBW. lMpu ynbTpa3ByKoBOM
nccnegosaHuun (Y3M) opraHoB 6piolLIHOM NOIOCTH BbisiBNeE-
Hbl KOHKPEMEHTbI }eN4yHoro ny3bips. BbicTaBneH anarHos:
«<KenyHokameHHaa 6one3Hb 6e3 xoneuucTtuta, 6eccum-
NTOMHOE TeyeHue». HazHayeHa Tepanus ypcoae30KCUXO-
neBon Knucnoton no 250 mr 1 p/cyT Ha NpoTaXeHUn 6 Mec,
naktynoza 10 mn 1 p/cyT, noBTopHoe nposeaeHune Y3U
OpraHoB OpPIOLWHOM MONOCTM Yepe3 noaroga ANs OLEHKK
[MHAMUKKN COCTOSHUS.

®dusunkanbHaa AUarHoCTUKa

[aHHble 06bEKTUBHOIO OCMOTpPa: OTMeYaeTCqa UKTepKny-
HOCTb KOXHbIX MOKPOBOB W BUAWMbIX CIIU3UCTbIX o6ono-
yeK. [pn nanbnaumun »uBoTa BbiFB/EeHa 60/1€3HEHHOCTb
B NpaBoOM nonpe6epbe; CUMMNTOMbI pa3gpaxeHnqd 6pIOLIJMHbI
W Ny3blpHble CUMNTOMBbI OTpULaTeNbHble. [Te4yeHb BbicTynaeT

Olga A. Bludova, Yaroslav M. Chuyko, Luibov E. Larina

n3-noj Kpas pebepHon ayrn Ha 2 cM. LiBeT MoYK: HachbILLEH-
HO-XEeNTbIN.

[AnarHocTuyeckue npoueaypbl

YyunTbiBas }anobbl, faHHble aHaMHe3a U 06bEKTUBHOIO
ocMoTpa, 6bI10 Ha3Ha4YeHo NpoBefeHne MarHMTHO-pPes30-
HaHCHOWM xonaHrnonaHkpeartorpaduu. Mpu uccnegoBaHuu:
XONeAox paclwupeH, B AUCTabHbIX OTAenax oTMevatoTcs
2 KOHKpeMmeHTa pa3amepoM 4,5 1 2,0 MM; 06N NevyeHoY-
HbIV M NY3bIPHbLIA MPOTOKKW PaCLUMPEHbI; B }XENYHOM Ny3bipe
B3BECb C MEIKUMU KOHKPEMEHTaMM (CM. PUCYHOK).

B o6wem aHannide KpOoBM: rMNepxpomMHas MaKpoLu-
TapHasi aHeMus NIerKON CTEMNEHU TSKECTU, PETUKYNOLMTO3.
B 6MOXMMUYECKOM aHanuM3e KPoBW: CUHAPOM LMTONN3A,
CUHAPOM XofiecTasa, runepounupybnHemus, npeumylle-
CTBEHHO 3a CYET NpsAMON dpaKuuu, nocne 2-x CyT rocnu-
Tanuzauuu, ob6ycnoBieHHas HalMYMeM X0necTaTUYecKoro
KOMMOHEHTa (CM. Tabnuuy).

KnuHuyeckuii guarHos

BbicTaBneH KAMHUYECKUIA AnarHo3.

OcHoBHoM: «wKenyHokameHHas 60n1e3Hb. X0neaoxonuTnas.
Manunnut. bunnapHasa runepTeH3ns».

ConyTcTByOWMI: «AHEMWUS BCNEACTBME HEAOCTATOYHO-
CTHW FNIOK030-6-pocdartaernaporeHasbi».

MeauuUHCKHUE BMellaTenbCcTBa

Ha 5-e cyT rocnutanusauum GbiN10 BbINOAHEHO XUPYP-
rMyeCcKoe BMellaTeNbCTBO — 3JHAOCKOMNMYECcKas nanui-
NOCHOUHKTEPOTOMUSA C JIMTOIKCTPaAKLUMER K3  xonegoxa.
MeankameHTOo3Hasa Tepanus: apotasepuH 40 mr B/B 3 p/cyT,
5 gHen; amnuuunanvH + cynbb6aktam 1 én B/B 3 p/cCyT,
5 aHen.

AuHamuKa u ucxoabl

Mpu NPOBEAEHUN KOHTPOSbHbLIX UCCefoBaHui oTMeYa-
nacb Nono¥uTenbHas AMHamuKa. MauueHT BbinucaH Ha 10-e
CYT B YAOBNETBOPUTENILHOM COCTOAHMW. HasHadeHa Tepa-
nua: ypcozesoKcuxonesas Kucnota 500 mr 1 p/cyT Kyp-
camu no 8 Hej C ABYXHEAENbHbIM NepepbiBOM, NaKTyl03a

Pirogov Russian National Research Medical University, Moscow, Russian Federation

Hemolitic Anemia due to Glucose-6-Phosphate
Dehydrogenase Deficiency Burdened by Cholelithiasis:

Clinical Case

Background. Glucose-6-phosphate dehydrogenase deficiency is one of the most frequent enzyme defects leading to hemolysis.
About 2% of Russian Federation population have this pathology. This clinical case demonstrates such complication of this disease
as cholelithiasis. Clinical case description. Patient B., 17 years old, is followed up by hematologist for anemia due to glucose-
6-phosphate dehydrogenase deficiency. Biliary calculi were revealed in 2019. Skin and scleral icterus was noted during examina-
tion, as well as soreness in the right hypochondrium during palpation. Magnetic resonance cholangiopancreatography has shown
two calculi in the distal parts of the ductus choledochus, gallstones, dilatation of the common hepatic and cystic ducts. Complete
blood count: hyperchromic megalocytic anemia. Biochemical blood test: hyperbilirubinemia (mostly direct one) after 2 days of hos-
pitalization. Endoscopic lithoextraction from ductus choledochus was performed. Drug therapy was prescribed. Positive dynamics
were mentioned at control tests. The patient was discharged in a satisfactory condition on the 10th day. Conclusion. Adequate
diagnosis and adequate management promote favorable disease outcome.

Keywords: cholelithiasis, glucose-6-phosphate dehydrogenase deficiency, hemolitic anemia, choledocholithiasis, clinical
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Ta6nuua. JTabopaTopHble NoOKasaTenu naumMeHTa B AMHaAMUKe 3a BPeMs rocnutanusauunm
Table. Patient’s laboratory parameters over time during his hospitalization

NMokasarenb Hopma 1-e cyTt 2-e cyT 4-e cyT 6-e cyT 8-e cyTt 10-e cyT

Femorno6uH, r/n 130-160 121 115 98 96 94 102
O6Wwmi 6UNMPYGUH, MKMONb/N 0-21 123 123 354 390 291 99
Mpsamon 6UNnpy6uH, MKMOJb/N 0-3,4 13 24 291 291 121 80
Henpamon 6unnpy6uH, MKMONb/n 0-16,5 110 99 62 99 165 125
ANT, En/n 10-50 19 - 88 285 430 324
ITT, Ea/n 2-42 - - 298 199 190 -

LlenoyHasa docdaTtasza, Ea/n 52-171 124 - 193 176 169 186

MpumeyaHme. AIT — anaHMHaMuHoTpaHchepasa, [T — ramma-rnytamuntpaHcdepasa.
Note. ALT (AN1IT) — alanine transaminase, GGT (I'TT) — gamma glutaminetransferase.

PucyHOK. MarH1THO-pe3oHaHCcHasa xonaHrnonaHkpeartorpadus.
PaclwupeHue ny3bipHoro (1) 1 06Liero ne4eHo4Horo (2) NpoTOKOB.
KoHKpeMeHTbI B xoneaoxe (3)

Figure. Magnetic resonance cholangiopancreatography. Dilated
cystic (1) and common hepatic (2) ducts. Calculi in ductus
choledochus (3)

paHHEeNn AMArHOCTMKE W CBOEBPEMEHHOMY NEYEHWIO €ero
OCnoXHeHun. Mpu perynapHom npoBeaeHun obcnepoBa-
HWUM 1M cOBNIOEHMN PEKOMEHAALMN OTMeYaeTcs 6aaronpu-
ATHbINA UCXOa.

WHOOPMUPOBAHHOE COIJIACHE

He nonyy4eHo 13-3a OTCYTCTBMUS KOHTAKTa C MaLMUEHTOM.
[aHHble 0 NauneHTe 06e3/1MYEHbI.

INFORMED CONSENT

Not received due to no contact with the patient. The data
was depersonalized.

BKJIAJ4 ABTOPOB

O.A. bnygnoBa — c60p AaHHbIX, 0630p HAaYYHbIX MNy6Kn-
Kauui no Teme cTaTbW, MPOBEAEHWE aHanuW3a [aHHbIX,
pa3paboTKa AM3anHa cTaTbW, HanNMcCaHWe TeKcTa PYKo-
nucu.

A.M. YynKo — c6op AaHHbIX, 0630p Hay4HbIX Ny6nnKa-
LM Mo TeMe CTaTbM, MPOBELEeHWe aHann3a AaHHblX, pa3pa-
60TKa An3arHa cTaTbu, HanMcaHue TeKCTa PyKOMUCH.

J1.E. lapuHa — npuHMmana y4actue B peaakTupoBaHum
PYKOMUCK U YTBEPKAEHUN OKOHYaATENIbHOrO BapuaHTa cTa-
TbM ANS Ny6AUKaL UK.
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UCTOYHUK ®UHAHCUPOBAHHUA

no 20 mn 1 p/cyT Kypcamu no 8 Hej € ABYXMECAYHbIM Nepe- OTcyTCcTBYET.
pbiBOM, naHKkpeatiH 10 000 Ea v »uakui anTaumna 15 mn FINANCING SOURCE
4 Kypca no 7 gHen 3 p/cyT. HabnogeHwe y Bpada-neauaTtpa, Not specified.
remaTtosnora, racTpoO3HTEpPOsora No MecTy XUTeNbCTBa.
PACKPbITUE UHTEPECOB
OBCYXAEHME ABTOpbI CTaTbM MOATBEPAWAM OTCYTCTBME KOHOIMKTA
enyHoKameHHass 6one3Hb saBAdeTcAa Haubonee WHTEPEeCOoB, 0 KOTOPOM HEOBXOANMO COOBWMUTD.

4acTbIM OC/IO}KHEHUEM FrEMONTIUTUYECKUX aHEMUN. TTnK pas-
BUTHUA MPUXOOUTCA Ha NETCKUN U I'IOﬂpOCTKOBbIﬁ BO3pacT,
4TO OﬁyCJ’IOBJ’IMBaeT Heo6XxoAMMOCTb B HaCTOPOXEHHOCTH
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