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AHHOTAUNA

CuHpgpom Maviepa - PokuTtaHckoro — KiocTHepa — Xaysepa — 3TO BPOXAEHHAs aHOManus pa3BUTUS KEHCKOM penpoayKTUB-
HOM CUCTEMBI, CYLLHOCTb KOTOPOW COCTaBAsS€T HAapyLleHWe BHYTPUYTPOOHOro pa3BUTUS MIOIEPOBbIX MPOTOKOB, 06YC0BAU-
BaloLL,ee MOMHYI0 anaasuio Bnaranmwa n Matku. OTKNOHeHWe npeacTaBnset coboi TOTaNbHOE UMK Xe YaCTUYHOE OTCYTCTBME
MaTKW, AIBYX BEPXHWX TpeTeil Braranuila, Yalle BCero B COMETaHWM C Pa3fIMYHbIMW aHOMANUIMU OPraHOB U CUCTEM, TaKUX
KaK BblAeNUTeNbHas, cepaeyHo-cocyamcTas. B HacToswee BpeMs NpUUMHbl BOSHUKHOBEHWUS AAHHOW MaToONOrMKU A0 KOHLA He
u3yyeHsbl. 1o AaHHbIM BceMUpHOI opraHusaumm 34paBoOOXpaHEHMS, MPOLEHTHOE COOTHOLWEHWE HACNeACcTBEHHbIX (akTopoB
HapyLeHWs BHYTPUYTPOOHOro pa3suTusa cocTaBnseT npumepHo ot 10 no 25 %. M3BecTHO, YTO MaLMEHTKU C AAHHOM NaTono-
rmen 4acTo CTpaAatoT 3aboneBaHNIMM MOYEBbILENUTENbHOW CUCTeMbl (MMenoHedpuT). XpoHuyeckune nuenoHedpuTbl SBASIOT-
CSl pacnpoCTpaHEHHOW NaTonoruei B Nt060i BO3pacTHOM KaTeropuu BCeAcTBME M3ObITOYHOrO pocTa bakTepuanbHoi ¢haopbi.
OcHOBHbIM BO36yOMTENEM, Yalle BCEro, CTAaHOBATCS MpencTaBUTENM KULIEeYHOW MUKpobuoTsl (Escherichia coli, Enterococcus,
Staphylococcus). OnpeneneHve poaoBMAOBOr0 COCTaBa KMLWEYHOM MUKPOBMOTbI MOXET CAYXWUTb OAHUM U3 AUATHOCTUYECKUX
NPU3HAKOB, CNOCOOCTBYIOLWMX CBOEBPEMEHHON KOPPEKLMM OCHOBHOWM Tepanuu. lNpencTaBNeHHbIA KAMHUYECKMIA cryyai
[LeMOHCTpUpPYeT U3MeHeHne BMopa3Hoobpasms KULWEYHON MUKPOOMOTbI y MaLMEHTKM C CMHAPOMOM Maiepa - PokuTaHcko-
ro - KioctHepa — Xaysepa, 4To Bie4yeT 3a cob0i CBOEBPEMEHHYK KOPPEKLUI CXEM NIeKapCTBEHHOM Tepanuu B OTHOLIEHWUM
XPOHMYECKOro nuenoHeppuTa U AOCTUXKEHWUIO peMUCCUMU. TakuM 06pa3oMm, n3yyeHne M3MEHEHUs COCTaBa MUKPOGDIOpbl Ku-
LWeYyHUKa MOXEeT CTaTb HOBbIM KPUTEPUEM B AMArHOCTMKE U JIeYeHMU OAHHOro 3aboneBaHUs Ha paHHMX 3Tanax.

KnioueBbie cnoBa: M1KpobMoTa KMLWEYHMKA; CMHAPOM Maliepa — PokuTtaHckoro — KiocTHepa — Xay3epa; 16S pPHK-cekseHnpoBaHue;
ponoBuaoBoe 61opasHoobpasme.
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ABSTRACT

Mayer-Rokitansky-Kiistner-Hauser syndrome is a congenital anomaly in the development of the female reproductive
system, the essence of which is a violation of the intrauterine development of the Mullerian ducts, causing complete
aplasia of the vagina and uterus. Deviation is a total or partial absence uterus, two upper thirds of the vagina, most
often in combination with various anomalies of organs and systems, such as excretory, cardiovascular. Currently,
the causes of this pathology are not fully understood studied. According to the World Health Organization, the percent-
age of hereditary factors intrauterine development disorders is approximately 10 to 25%. It is known that patients with
this pathology often suffer from diseases of the urinary system (pyelonephritis). Chronic pyelonephritis is a common
pathology in any age group due to excessive growth of the bacterial flora. The main causative agent, most often,
are representatives of the intestinal microbiota (Escherichia coli, Enterococcus, Staphylococcus). Determination of the
genus and species composition of the intestinal microbiota can serve as one of the diagnostic signs that contribute
to the timely correction of the main therapy. Presented clinical case demonstrates a change in the biodiversity of the
intestinal microbiota in a patient with Mayer-Rokitansky-Kustner-Hauser syndrome, which entails timely correction
of drug therapy regimens in relation to chronic pyelonephritis and achieving remission. Thus, the study of changes
in the composition of the intestinal microflora can become a new criterion in the diagnosis and treatment of this
disease at an early stage.
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BBEOEHUE

Cunnpom Maiiepa — Pokutanckoro — KioctHe-
pa— Xayzepa (MPKX) — penkas TeHeTHYECKas
MATOJIOTUS JIETCKOTO HACEJeHHs, XapaKTepu3ylolla-
sCA TOTAJIBHOM arula3ueil MaTKh C HaJlM4MeM JIBYX
PYAMMEHTHBIX POTOB, OOBEIUHEHHBIX MEXKIy CO00M
MIEPUTOHEATFHON CKIIAJIKOM, HEJOpPa3BUTHEM MaTod-
HBIX TPyO W BiIarajuina, HO MPU 3TOM C HOPMaJbHBIM
(GyHKIMOHMpOBaHUEM SHYHHUKOB. [laHHOe 3aboieBa-
HUE pPa3BUBACTCA y JKEHIIMH C HOPMAaJbHBIM KapH-
orurnioM (46,XX) BCIEICTBUE aHOMAJIHH Pa3BUTHA
MPOTOKOB Miromiepa, HacieayeTrcss M0 ayTOCOMHO-
JOMHHAHTHOMY TuIy. B cTpykType o06meir 3abo-
JIEBaEMOCTH JaHHBIM CHHIPOM BcTpeuaercss B 4 %
cinydaeB. Yamie Bcero y TakuxX MAalMEHTOB IMOpa-
JKAETCs TOJIBKO 3aJHsIs 4acTh MIOJUIEpOBAa IMPOTOKA
¥ HE BCTpPEYAeTCs COMYTCTBYIOIIMX TOPOKOB B pas-
BUTHH JApPYyTruxX opraHoB. OmgHAKo B CBSA3U C Pa3BH-
THEM JHUCTPOPUYCCKUX H3MEHEHHH B ACTPOrcH3a-
BUCHUMBIX CTpPYKTypax (yperpa, MOYEBOH Iy3BIPh)
TIOBBIMIAETCS PUCK PAa3BUTHSA YPOTCHHUTAIBHBIX pac-
crpoiicTB. [ToMrUMO 3TOTO, BCIIECTBUE MOCTOSHHOTO
BO3/ICUCTBUSI arpeCCUBHON KHIIEUHOU (aopsl (B TOM
YHCJIe TATOTCHHBIX MTaMMOB Escherichia coli) yBe-
JUYMBAETCS YacTOTa BO3HMKHOBEHHS XPOHHYECKOTO
IIACTHTA W THenoHedpuTa. JlanHas maronorus 3a0o-
JIEBaHUS MOYCBBIICIUTEIBHON CUCTEMBI BCTPEUAIOTCS
B 20 % cmyuaeB [1].

B mnacrosiiiee BpeMs A MOCTAaHOBKH JUAarHos3a
nueloHe(pprUTa HCIONB3YIOTCS CIEAYIONHE METOIBI
uccnenoBanus: oomuii ananu3 kposu (OAK), obmmii
ananu3 mouu (OAM), moceB MOUYM HA yCJIOBHO-IIATO-
TeHHYI0 (QIIopy, yabTpa3BykoBoe uccienoBanue (Y3U1)
nouek [8, 13]. IlockonbKy y HauMEHTOB C CHHIAPO-
MoMm MPKX B moceBe Mo4H B OONBIIMHCTBE CITy4aeB
obOHapyxuBaetcs kumeuHas ¢iopa (E. coli), kotopas
SIBJISICTCS. OCHOBHBIM TPUTTEPOM PA3BUTHUS IHEIO-
He(dpuTa, TpeOyercs MccienoBaHUE Kaja Ha MUKPO-
neisaxx. Takoll MeTol HCCIEI0BaHUSA HEIOCTATOYHO
TOYHBIM, TaK KaK HE CIOCOO€H BBIABIATH HEOOXOIM-
MBIH CIIEKTP YCIOBHO-TIATOTEHHBIX IITAMMOB, B TOM
yuciie E. coli, Klebsiella u npyrux MUKpOOpraHus-
MOB, MO3TOMY aKTyaJbHBIM OCTAE€TCsA BOIPOC IOUC-
Ka HOBBIX PAaHHUX JMArHOCTHYECKUX KpUTEpHUEB [6].
Hcnonb3oBanne meroma 16S PHK renermueckoro
CEKBCHHPOBAHUS KHUIICYHONH MHUKPOOHMOTHI CIIOCOOHO
O0onee MH(DOPMATUBHO OTpakaTh POIOBUIOBOE OHO-
pazHOOOpa3ne KHIEYHOH MHUKPOOHOTHI, YTO BIEUET
3a co00¥f CBOEBpEMEHHOE HAa3HAYEHUE JIEKAPCTBECHHOM
Tepanuu. J|aHHBIH METON SIBISICTCS HEWHBA3UBHBIM,
0oJiee YYyBCTBUTEIBHBIM, CIEHU(DUUHBIM B OTHOIIE-
HUUW KUIICYHBIX MITAMMOB U HEOOXOIUM JIJIsi UCTIONb-
30BaHMSI B JMArHOCTUKE JAaHHBIX [ATOJOTHYECKUX
COCTOSIHUH.

KNMHUYECKUA CNYYAN

[larmentka, 15 mer, B 2021 . oOparmnack kK Bpa-
qy oOIel MpakTUKH (CeMEHHOMYy Bpady) C kKajooOa-
MU Ha TSHyIMEe OO0NM B OOJACTH MOSCHUIIBI, Ipe-
MMYIIECTBEHHO CIIpaBa, IOBBIIICHHE TEMIIEPATyPhI
o 38,3 °C, ydamnieHHOe Moyenciyckanue (mo 12 pa3
B CYTKH), HEMOTHBHPOBAaHHYIO CIIA00CTh, CHIDKEHHE
paboTOCTIOCOOHOCTH. YXYAIICHHE COCTOSTHUS CBSI3BIBA-
€T C MEePCHECEHHBIM HaKaHyHE CTPECCOM.

AHaMHe3 3a0o0JieBaHUs: cyHTaeT ce0s OONbHOMI
B TEUCHHE 7 JIET, KOTla BIIEPBBIC CTalIH OECITOKOUTH
00u B 00JaCTH TOSCHHUIBI. bBUIM MpoBeneHbI J1abo-
PATOPHO-UHCTPYMEHTAIbHBIC METOIBI MCCIICIOBAHUS:
OAM — neiikouuTypust (64 KIET./MKII), IPOTCHHYPHSI
(3,2 t/m), 6axrepuypus (10° KOE/mi); OAK — netiko-
uto3 (12,1 - 10/1); yBenuueHne CKOPOCTH OCEIaHUs

spurporutoB (COD) — 38 MM/4; OMOXUMHYECKHIA
anamu3 kpoBu: C-peaktuBHbli Oenok (CPB) —
23 Mr/m; TOCeB MOUYM Ha MHUKPO(IOPY — BBISBICH

POCT YCIIOBHO-NTATOT€HHON MUKPOOHOM (utopsl (E. coli,
Enterococcus); Y3WU: npuzHakun AuQQPy3HBIX H3Me-
HEHU, pacIIUPEHHUE YallleYHO-IOXaHOYHOM CHUCTEMBI
cnpaBa. B pesynbrare ObLT yCTaHOBJIEH JHArHO3:
«OCTphlli HEOOCTPYKTHBHBIM MPABOCTOPOHHUI MHe-
noHedput». Haznauena antubaxkrepuaibHas, CUMITO-
MaTHYeCKas Tepamus C IOJOKHTEIbHBIM 3(hHEeKTOM.
Crycts 2 Mec. BBINIEYKa3aHHBIE KaloOBl TOBTOPH-
JTUCh U OECIOKOWIIM TAIUEHTKY C TEePHOIUYHOCTHIO
B 3-5 Mec., 4TO MO3BOJIUJIO YCTaHOBUThH AMATHO3:
«XpOHUYECKUH TPaBOCTOPOHHUN HEOOCTPYKTHUBHBIN
MAEJIOHePPUT, cTamus o00ocTpeHus». Ha3zHaueHHAs
Tepanus He UMeJa TPOJOJDKUTENBHOTO (P QeKTa.
AHaMHe3 KH3HHU: POJWIACH OT IMEPBOM OepeMeH-
HOCTH, POABI MpOXonwin 0e3 0coOeHHOCTEH, pocia
U pa3BUBAJIACh COOTBETCTBEHHO IIOMY U BO3PACTY.
B Bospacte 15 ner obOpartmiack K JCTCKOMY THHE-
KOJIOTY € »ayjobaMy Ha OTCYTCTBHE MEHCTpyalui.
B pesynbrare Y3U opranoB manoro ta3a, THHEKOJIOTH-
YEeCKOro 0CMOTpa, J1ad0OpaTOPHOrO UCCIECIOBAHUS TOp-
MOHAJIBHOTO CHEKTpa (TUPEOTPONHBIA TI'OPMOH, IMpO-
nmaktuH, T3, T4, TecTocTepoH, 3CTPaguoi, KOPTH3OI,
(OTUKYIIOCTUMYIIMPYIOIUA TOPMOH, JTIOTEHHH3HPY-
IOUMKA TOPMOH) OBIJIO BBISBJICHO OTCYTCTBUE MAaTKH
1 (armonueBbIX TPyO, ¢ coxpaHeHHeM (DyHKIMH SHY-
HUKOB, YTO MO3BOJISLIO MOATBEPANUTh cuHapom MPKX.
beln mpoBeneH psi ONEPALMOHHBIX MEPONPUITHIA
IO IUTaCTHKE HeoBiaranuma. [lanuenTka Habmogaercs
y HeAnaTpa, JIeTCKOro TMHEKOJIora M 3HJIOKPHUHOJIOra.
HNHpekmmonHble, OHKOJIOTHYECKHE 3a00eBaHUS OT-
punaer. AJIeprojJorudeckuii aHaMHe3 He OTSATOLIEH.
B cBs13u ¢ obocTpeHrEeM XpPOHUYECKOTO MuesoHed-
pHUTa Ha3HauYeHa aHTHOAaKTepHUalIbHas (AMOKCULIMIIIUH)
U CUMITOMATHYECKasl Tepamus, MO pe3yiabraTaMm Ko-
TOPBIX OTMEYAJICS TIOJIOKUTEIBHBIN KPaTKOBPEMEHHBIN
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Tabauya 1 / Table 1

Pe3yanaTb| na6opaTopr|x MEeToA0B MccnenoBaHna naunMeHTkn ¢ CMHOPOMOM Maﬁepa - PokunTtaHckoro - Krocmepa -

Xaysepa 3a nepuog 2018-2021 rr.

The results of laboratory research methods of a patient with Mayer—Rokitansky-Kustner-Hauser syndrome for the period

2018-2021
Moxasarens / Index [epuon uccnenosanus / Research period | Pedepentnbie 3nauenmns /
2018 2019 2020 | 2021 Reference values
OO6muit ananns xposu (bmoxumuueckuii / General Blood Analysis (biochemical)
Jleiikoutsl, x10°/1 / Leukocytes, x10%/1 14,3 11,8 11,1 13,2 4,3-9,5
Dputpouutsl, X102/ / Erythrocytes, x10'%/1 3,7 3,9 3,7 4,1 3,6-5,1
Erythrocyte sedimentaton rate mh S I 415
C-peakTuBHBIN Oenok, mr/i / C-reactive protein, mg/l 32 9 16 21 0-5
Kpearunmnn, mxm/n / Creatinine, pm/1 90 78 76 88 50-77
OO6muii ananu3 moun / General Urine Analysis
JletikounTsl, kiet./Mkia / Leukocytes, cells/ul 56 47 19 78 0-5
OputpounTsl, kieT./Mkia / Erythrocytes, cells/ul 4 1 0 4 0-3
Benox, r/n / Protein, g/l 3,1 0,8 2,6 2,1 0-0,033
Baxrepun, KOE/mn / Bacteria, CFU/ml 10° 107 10° 108 Her / No

addext. Dnu3onbl 000CTpeHUs CTanu OeCIOKOUTH
MAlMeHTKy exeMecsuHo. HaszHauenue aHTHOaKTEpH-
ATBHBIX CPEICTB — 03 TOJIOXKHUTEIBHOTO 3ddeKTa.
bb1 Ha3HaueH aHalM3 HAa AHTUOMOTHKOPE3MCTEHT-
HocTh (2021) Mukpooprauu3moB E. coli, Enterococcus
JUCKO-TU((y3HBIM METOOOM K OCHOBHBIM TIpyIIam
CPEACTB — BBISBICHA AHTUOMOTHUKOPE3UCTEHTHOCTh
K Tperniaparam IMeHHIWIIMHOBOTO psijia (aMOKCHIIWII-
JUHY, OKCAlWUIMHY, aMIHLWLIMHY), Ie(aiocnopu-
Ham III (medrpuakcony), IV nokonenuit (uepenumy),
¢ropxunononam (sieBoduokcanuny). [lpoBenen psia
71a00paTOPHBIX MCCIIENOBAaHUN, PE3yJbTaThl KOTOPBIX
B JIMHAMUKE IpEJCTaBIeHbl B Ta0m. 1.

[lo pesynsratam Y3U mouek (2021): mpusHaku
XPOHUYECKOTO MuesioHedpura crpasa, HeHPONTo3
MpaBoOd TMOYKH.

bakrepuonornueckoe uccinemoBanne kama (2021):
BBIsIBIICH poCT E. coli / Shigella, Enterococcus, Clost-
ridium (>10° KOE), cHwkeHue d4ucieHHOCTH Bacte-
roides.

B cBs131 ¢ BRIpa)XKCHHON aHTHOMOTHKOPE3UCTESHTHO-
cteio (E. coli, Enterococcus) X OCHOBHBIM TpyIIam
npenaparoB, 0ONaalONINX AKTHBHOCTHIO B OTHOIIE-
HUM TPaMOTPHLATEIBHBIX OaKTEpUil, a TaKkkKe OTCYyT-
cTBHEM IU(PEPEeHUUPOBAHUS 110 BHUAOBOMY COCTaBYy
JAHHBIX TPYII MUKPOOPTAaHU3MOB, HAJIMUHUIO €KEMe-
CSIYHBIX 00OCTPEHHMH OCHOBHOTO 3a0OJIeBaHHMS, Tallu-
eHTKe OblIo pexkoMeHaoBaHo mposeaeHue 16S pPHK
TeHETHYECKOEe CEKBEHHPOBAHHE KHILIEYHOH MUKPOOMO-
ThI C LEJbIO BBIIBICHUS APYTHX HpEeACTaBUTENCH yc-

noBHO-matorenHo (iopsl (Klebsiella, Fusobacterium,
Streptococcus, Clostridium sensu stricto) u momoopa
aHTHOaKTepUuaNbHON Tepanuu. J[aHHbI MeTo]| ccieo-
BaHMS HE UMEET HIMPOKOTO PUMEHEHHS B AUArHOCTHU-
Ke 3a00JIeBaHMII MOYEBBIACIUTEIBHOW CHCTEMBI, HC-
MOJB3YyeTCs B HACTOSINEE BPEeMs B paMKaxX HAy4HBIX
UCCIIeIOBAaHUH, KOTOPBIC ITO3BOJST YCOBEPIICHCTBO-
Barh TAKTUKYy JICUCHUS MAIEHTOB C XPOHUYECCKUMHU
3a0oneBaHUsIMU. Pe3yibTarhl, MONyYeHHBIE HPU CEK-
BEHUPOBAHHUM, MPHUBEACHBI B Ta0I. 2.

BrIsiBIIeHO yBenMueHHE YCIOBHO-NMATOTCHHBIX OaK-
tepuii (6omee 20 % Bcero cocraBa KHUIMIEYHOH MHUKPO-
6unoThl). OTMEUansoch TakXKe 3HAYMMOE YMEHbIICHHE
MpeAcTaBuTeNel HOPMaIbHOM MUKPOQIIOPHI, YTO CBH-
JICTENbCTBYET 00 M30BITOUHOM OAKTEPUATLHOM POCTE.
Oo6napyxenne Klebsiella B KeTymoOUHO-KUIIICTHOM
TpakTe, B oOuieM ciydae, He TpeOyer nedenusi. OHa
SBJISIETCS HOPMAJIBHBIM IMIPEACTaBUTENIEM MHUKPOOHOTHI
KUIICYHUKA, KOTAa OMPEAEISIETCs B Mepeeaax HOPMbI
(00,02 %), HO TpH yBENMUYCHHWU 3HAYCHUS y HeTei
MOT'YT BO3HHUKHYTh KIMHWYECKHE MPOSIBICHUS 3a00-
neanus. [Ipy HapyuieHUH (QYyHKIIMOHUPOBAHHS Opra-
HOB KEJTYJIOYHO-KHIIEYHOTO TPaKTa WU B Pe3yibTare
BHCIITHHUX BO3/ICHCTBUI, a TaKk)Ke aHTHOMOTHKOTEPATIHH,
no0OOYHOE JICHCTBHUE KOTOPBIX COCTOMT B IMOIABICHUU
OCHOBHBIX TIPEJICTABHTENIEH MUKPOOHUOTHI, BO3ZMOXKHO
3HAUUTENbHOE YyBeNnuueHue koimdyectBa Klebsiella
B OpraHmsMe M pasButue nHpexkuuu. B obpasnax cry-
na ObIJIO OOHAPYKEHBI 5 OCHOBHBIX BHJIOB: aerogenes
(panee Enterobacter aerogenes), pneumoniae, oxytoca,
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Tabnuua 2 / Table 2

MNMokasaTtenm 6MopaszHo0bpa3na KULWEYHON MUKPOOMOTBI MALMEHTKM C CMHAPOMOM Maliepa - PokuTaHckoro — KiocTHepa -

Xaysepa npv nepBMYHOM CEKBEHMPOBAHMM

Biodiversity indices of the intestinal microbiota of a patient with Mayer-Rokitansky-Kustner—-Hauser syndrome during

primary sequencing

ITokasarens / Index

Tonyuenusiit pe3yibrat / Result

| Pedepentnbie 3nauenus / Reference values

VYcnosHo-matorennsie 6akTepun, % / Conditionally pathogenic bacteria, %

Klebsiella 15,4 0-0,02
Streptococcus 4,5 0-0,02
Escherichia coli 6,8 0-0,1
Fusobacterium 0,7 0

Clostridium sensu stricto 1,4 0-0,02

IpencraBuTenn HOpManbHON MUKpOdIOpH! KHIIeyHHKa, % / Representatives of the normal intestinal microflora, %

Bifidobacterium 0 0-1,0
Lactobacillus 0 0-0,1
Faecalibacterium 1,3 5,0-9,0
Roseburia 0,3 1,5-3,5
Akkermansia 0 1,0-3,0
Dialister 73 0-1,0
Desulfovibrio 1,5 0-0,2

quasivariicola, variicola. Hexotopble BHIBI TaKxe
MOTYT BBI3bIBATH yPOTCHHUTAIbHBIE WH(PEKIIUH, B TOM
yucne y HoBOpoxIeHHBIX [5]. Klebsiella obnamaer
PE3UCTEHTHOCTHIO K OOJNBLIMHCTBY CYIIECTBYFOIIUX
aHTHOAKTEpUANbHBIX  IpernaparoB (kKapOarmeHemam,
aMUHOIJIMKO3UAaM, QTopxuHOIOHaMm) [2, 11, 12].
Jledenne aHTHOMOTHKAMH HE TOJBKO HE Iejecoo0pas-
HO, HO U MOXET CIIOCOOCTBOBATH POCTY YCJIOBHO-IIA-
TOTCHHOW W MaTOTEHHOH (JIOpPHI 32 CYET YMEHBIICHHUS
KOJIMYECTBA IpeACcTaBUTeNel HOpMOQIOphl, CHUXKe-
HUIO 3aIIMUTHOTO CIIM3MCTOTO 0aphepa M YBEINYCHHIO
MIPOHUIIAEMOCTH CIM3UCTON O00O0IIOYKH, YXYAIICHHUIO
OCHOBHOT'O COCTOSIHHS. YBEIMYEHHE poja OakTepuit
Dialister MOXeT OBITh aCCOIIMMPOBAHO ¢ MH(DEKUUSIMH
MOUEBBIJICTUTEIPHON CHCTEMBI. BBUIO YCTaHOBIIECHO,
910 OaKTEepHs BCTPEUACTCS B KHUIICYHBIX MHKPOOHOM-
HBIX COOOIIEeCTBaX, Mpu OOHAPYKEHUH B KHIICYHHKE
B IOBBIIICHHBIX 3HAYECHHUSX MOXKET aCCOIMUPOBATHCS
¢ pasButHeM nuenoHedputa. bonee Toro, moblie-
HUE YPOBHS dTOW OaKTepUU CBS3aHO CO 3HAUYNTEILHBIM
YBEJIMUCHUEM YPOBHS MHTEPICHKHHA 6, 9TO CITIOCOOHO
OTIPEACTUTH TSKECTh MATOJIOTUYECKOTO mportiecca [4, 9].
Cynbtarpenyuupyromue Oaxrepun  (Desulfovibrio)
MPEACTABIAIOT CcOOOM CEeMEHCTBO aHa’pOOHBIX MH-
KPOOPTaHWU3MOB C HWCIOJBh30BaHHWEM Cyibdara B Ka-
YECTBE TEPMUHAIBHOTO aKIIETITOpa SJIEKTPOHOB IS
UX JIBIXaHWST W TEHEPUPOBAHUS OOJBIINX KOJIMUYECTB
CEpOBOIOPOAA, KOTOPBIH SIBISETCS IIMTOTOKCHYECKUM
COCIMHEHHEM. DTO COEJIMHEHUE MOXKET JeHCTBOBAThH
yepe3 MHTHOMpOBAaHWE OKWCIIEHUs OyTHpara, OCHOB-

HOTO WMCTOYHWKA JHEPTUU Ui KOJOHOUUTOB. Hapy-
menne (YHKIUHA KUIIEYHOTO SIUTENNs MOXET TpH-
BECTH K THOEIN KJIETOK U XPOHHYECKOMY BOCIIAJICHHUIO,
3a cueT OOJbIIEH MPOHUIAEMOCTH ISl MAaTOTCHHBIX
Oakrepuii (E. coli, Klebsiella, Dialister u np.) B apy-
TUX opraHax (MOYeBOHW ITy3bIph, MOYKH) C TOCIEAYIO-
UM pa3BUTHEM MNUCTHUTA, Tuenonedpura [3, 7, 10].

[Mocne mnpoBelneHHsT CEKBEHWPOBAHUS ITAlUCHTKE
OblTa CKOPPEKTHPOBaHA CXEMa JICUCHHUS: Ha3HAUCH PHU-
¢ammummH B 103e 10 Mr 1 pa3 B cyTku 3 pas3a B Hefe-
mo; Oaktepuodar (mrodakTeprodar MoITNBaICHTHBIN)
B nmo3e 20 mu 3 pa3a B CyTKM B TEUYeHHE 7 HEH;
CaxapomulieTsl Oysapau (Comepikaiui JuoGpuIn3upo-
BaHHbIC APOXKEeBBIE I'pUObI Saccharomyces boulardi,
oOmajarormme MpsSMBIM AHTUMHKPOOHBIM JIEHCTBHEM
B oTtHomIeHNH Klebsiella  npyrux ycIIOBHO-TTATOTCH-
HBIX/TIATOTEHHBIX MITaMMOB [14]) B 103e 250 mr 1 pa3
B CyTKH 14 nHeil.

[locne xoppekuuu Tepanuu, yepe3 21 neHb mamm-
eHTKe OBbUT PEKOMEHIOBaH IMOA0Op AayTOMPOOHOTHKOB
(TIPOOHOTHKOB, CO3JAHHBIX HA OCHOBE KYJIBTYP BBIJICIICH-
HBIX OaKTepuil, KOTOpbIC SIBIISIFOTCS OCHOBHBIMH W He-
3aMEHMMBIMU JUIsl TIALMEHTa C YYETOM aHaiu3a pPojo-
BHJIOBOTO OMOpa3HOOOpa3wsi) W MOBTOPHOE TPOBEICHUE
CEKBEHHUPOBaHMs (Pe3yJITaThl TPUBEIEHB! B Ta0I. 3).

Jlist xoHTpoOJIsl ObLTa MpPOBEJCHA JTa00PaTOPHO-UH-
crpyMeHTanbHas guarHoctuka: OAK — medkonuTs
9,7-10°n, CO3 15 mm/a, CPB 8 wr/m, kpeaTWHUH
76 mxm/n, OAM 6Gaktepun 10° KOE/mn, 6emok 0,1 1/,
OPUTPOLUTH — HET, JEeHKOMUTHl 17 KIET./MKII.
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Tabnuya 3 / Table 3

Mokasatenu 6nopaszHoobpas3ng KMWEYHON MUKPOBMOThI NAaLMEHTKM C CMHAPOMOM Maliepa - PokmTaHckoro — KiocTHepa -

Xaysepa npu NoBTOPHOM CEKBEHMPOBaHUM

Biodiversity indices of the intestinal microbiota of a patient with Mayer-Rokitansky-Kustner-Hauser syndrome in

repeated sequencing

ITokazarens / Index

[onmyuennsiii pesynbrar / Result

| Pedepentrrie 3Hauenns / Reference values

VYenoBHo-naTorenHsie 6akrepun, % / Conditionally pathogenic bacteria, %

Klebsiella 1,2 0-0,02
Streptococcus 0,7 0-0,02
Escherichia coli 3,1 0-0,1
Fusobacterium 0,02 0

Clostridium sensu stricto 1,1 0-0,02

[IpencraBuTenn HopMaIbHOM MUKpOdIOPHEl KuIIedHnka, % / Representatives of the normal intestinal microflora, %

Bifidobacterium% 0,02 0-1,0
Lactobacillus 0 0-0,1
Faecalibacterium 477 5,0-9,0
Roseburia 1,3 1,5-3.5
Akkermansia 0,6 1,0-3,0
Dialister 1,3 0-1,0
Desulfovibrio 0,1 0-0,2

VY3U nouek: nmpu3HaKu CTUXAOMIET0 000CTPEHUS XPO-
HUYECKOTO THeNIoHeppuTa, He(hpoITo3 CIpana.

B nuHaMuke manmeHTKa OTMEUaeT YAydIlIeHHEe CO-
CTOSIHMSI: CHIIKCHUE KOJMUYECTBa 00OCTPEHUH 10 ABYX
pa3 B roj, yMEHbLICHHUE BBIPAKEHHOCTH CHMIITOMOB
(Oomb, nmxopasnka), ymydineHne TabopaTOpHBIX II0-
kazareneii (OAK, OAM, moceB Moun Ha MHUKPOQIIO-
Py — HET pocTa MaroreHHbIX MUKPOOPTaHU3MOB). AH-
THOaKTepUabHas Tepanusi MPOBOJMIACH OJHOKPATHO
C HCIOJBb30BaHUEM PHUPAMITUIMHA C HPOJAOIKHTENb-
HBIM TIOJIOKHUTEIBHBIM d(H(HEeKTOM.

3AKNTIOYEHUE

IIpencraBiieHHbId KIMHUYECKUN Clly4all HamIAIHO
JEMOHCTPHUPYET POJIb KHULIEYHOHM MHUKPOOHMOTHI M €€
MeTaboIMTOB B PAa3BUTHH TATOJOTHYECKOTO TPO-
mecca (XpOHMUYECKOTO THeNoHepprTa) y MalUCHTKH
¢ cungpomom MPKX. Omnpenenenue pomoBHI0BOTO
OunopazHooOpa3uss MHUKPOOHMOTHI KHIIEYHHKA MOXKET
CTaTb OJHUM M3 BCIIOMOTaTeJbHBIX METOJOB HEHH-
Ba3WBHON AMAarHOCTHUKH, CIHOCOOCTBYIOIIMX CBOEBpE-
MEHHOW MEIMKAMEHTO3HOW KOppeKIuH (B TOM YHC-
Jie, aHTUOAKTEPUANbHOW) Ui KaXKJOr0 KOHKPETHOTO
MaIyenTa.

OOMNOJIHUTENIbHAA UHOOPMALUA

Bxaan aBropoB. Bce aBTOpbhl BHECIH CYIIECTBEHHBIHN
BKJIaJ B pa3pabOTKy KOHIICTIIIMH, NPOBEICHHE HCCIIEIO0Ba-
HUSI M TIOATOTOBKY CTaThH, MPOWIN U 0100pmin (PHHAITBHYIO
BEPCHIO TIepell IyOIuKaIue.

Konguukr uHTEepecoB. ABTOpPHI JEKIAPUPYIOT OTCYT-
CTBHE SBHBIX M TOTCHIMAIBHBIX KOH(INKTOB HHTEPECOB,
CBSI3aHHBIX C MyOJHKAIMeld HACTOSIIEH CTaTbu.

Hcrounnk c¢unancuposanus. 16S pPHK renernue-
CKOE CEKBEHMPOBAHWE BBINOJHIM B paMKax T'PaHTOBOH
MTOJICP’KKA MOJIONBIX YYEHBIX ((OHJ CONCHCTBUS HMHHOBA-
M — YMHUK) ¢ ncrnonb3oBaHneM OIOMKETHBIX CPEICTB
Ha 06a3e mabopaTopuu METareHOMHUKH U OMOTeXHOIoTHi Bo-
POHEKCKOI'o roCyIapCTBEHHOT'O YHUBEPCUTETA MHIKCHEPHBIX
TEXHOJIOTHH.

HudopmupoBaHHoe corjiacue Ha nyO0JIuMKanuio.
ABTOpPBI TOTYYHIN MMACEMEHHOE COIIaCHe 3aKOHHBIX TIpes-
CTaBUTEIICH ImannueHTa Ha ny6n1/11<au1/1}0 MCEIUITUHCKHUX
naHHbix 28.04.2021.
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