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PE3IOME. bose3Hb BKIIOYEHUS MUKPOBOPCHH — ayTOCOMHO-PELIECCUBHASL HACIEACTBEHHAs
SHTEPONAaTHs, BbI3BAaHHAS FeTEPOreHHBIMH MYTallMsIMU B reHe Muo3nHa Vb, Knunuueckas xap-
THHA BKJIIOYAET TSKEIYIO IHapero, CIeICTBUEM KOTOPOIl ABJISETCS pa3BUTHE METAO0INYECKOTO
anmI03a ¥ TUMOTOHUYECKON Jerujparanui, HapylIeHHe BCAChIBAHUS MHUTATEIbHBIX BEIIECTB,
0eJIKOBO-3HEPreTUYeCcKasi HeAOCTaTOYHOCTD, [TATOJOT U [I0YEK, MOPaKEHNUE MEUYCHU U 3alepikK-
Ka MICUXOMOTOPHOT0 pa3BuTU. Mopdonorndecku 3a00eBaHNEe XapaKTEPU3YEeTCsl OTCYTCTBHEM
WJIM YKOPOUYEHHEM MUKPOBOPCHH, a TaKXKe HaJInuHieM BKJIFOUEHUH U HaKOIJIEHWEeM IpaHyJI B alu-
KaJbHOW YacTH. B TeueHne HECKOJBKUX JIET MCCIeOBAaTeNH CYMUTANIH, YTO BKJIOYEHUS B MU-
KPOBOPCHHKAxX 00pa3yloTcsl B pe3yJbTaTe HapyLIeHUs 3K301UTo3a. [JanpHelue ucciae1oBaus
MOKa3aJIM, YTO BKIIOUEHHUs 00pa3yloTcs B pe3yibTraTe aliMKajlbHOI0 YHA0IUTO3a HETOYHOH Kaii-
MbI. AHOMaJbHOE CTPOCHHE MUKPOBOPCUH DHTEPOIMTOB MPUBOJUT K HapYIIEHUIO BCAChIBAaHU S
MUATATENBHBIX BEIIECTB U XKHUJKOCTH M CIIOCOOCTBYET Pa3BUTHIO TSKEIOH XPOHUUYECKOH THapew,
JIEKTPOJINTHBIM HapyIICHUSIM U 00€3BOXKHUBAHHUIO.
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ABSTRACT. Microvillous inclusion disease is an autosomal recessive hereditary enteropathy
due to heterogencous mutations in the myosin Vb gene. The clinical picture includes severe
diarrhea, which results in the development of metabolic acidosis and hypotonic dehydration,
impaired absorption of nutrients, protein-energy malnutrition, renal pathology, liver damage,
and psychomotor retardation. Morphologically, the disease is characterized by the absence or
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shortening of microvilli, as well as the presence of inclusions and accumulation of granules in
the apical part. For several years, researchers believed that inclusions in microvilli were formed
as a result of impaired exocytosis. Further studies showed that inclusions are formed as a result
of apical endocytosis of the brush border. Abnormal structure of enterocyte microvilli leads to
impaired absorption of nutrients and fluid and contributes to the development of severe chronic
diarrhea, electrolyte disturbances, and dehydration.

KEYWORDS: clinical case, children, symptoms, diagnostic criteria

BBEMEHUE

Bonesnn BKIJIFOYCHHUS MUKpPOBOPCHH
(microvillus inclusion disease — MVID) — ayTo-
COMHO-pEIIeCCHBHAs HACIIEJICTBEHHAS YHTEpOTIa-
tus [1, 2], oOyclioBIeHHAas] TeTEPOTCHHBIMH MY-
TanmusaMu B TeHe Muo3uHa Vb (MYOSB) [3, 4, 7].
Knunudecku nposiBisieTcst B BUJIE TSKEJIO0N Mpo-
(y3HO BongHMCTOM nuapeu [5], mpuBoasIIei K
Pa3BUTHIO METAa0OIMYECKOro anujo3a M THUIIO-
TOHMYECKOHN Jerujparaiuu, KpoMe TOro, oTMe-
YaIOTCsl HApYUICHUE BCACBHIBAHUS MUTATCIBHBIX
BELIECTB, OCIKOBO-IHEpreTHYEeCKasi He10CTaTou-
HOCTb, TATOJOTHUS IMOYEK, TOPAKECHHUE TICUYCHU U
3aJ€pKKa MCUXOMOTOPHOIO pa3ButTusi [5, 6, 8].
Mopdonoramaecku MVID xapakrepusyercst ot-
CYTCTBHEM WJIH YKOPOYEHHEM MHKPOBOPCHH, a
TaKke HATWYHEeM BKIIOYEHUH W HaAKOIUICHHWEM
IpaHyll B anuKalbHON YacTH [4, 9].

I'en MYO5B pacnonaraercss Ha XpOMOCO-
Me 18q21.1 m xomupyer Oemok Muo3uH Vb
(MYOS5B) [4, 7]. benok MYO5B — BaxxHbII
(akTop, OnmpeAeNSIOMNNA MOISIPHOCTD AIHUTETH-
aJbHBIX KJIETOK U PETYIUPYIOUINI TepeMelieHme
KOMITOHEHTOB IIIETOYHOHW KailMbl, OEITKOB-TpaHC-
mopTepoB, GEPMEHTOB K allMKaIbHOW ITOBEPXHO-
ctu ’HTEeporuToB [7, 10, 11]. MYOS5B cocrout
13 MOTOPHOTO JOMEHa, IIEHTPaJbHOTO JOMEHa,
KOTOPBIA MOXET CBSI3bIBaThCS C 6 KaJIbMOAY-
muHaMu [12, 13] a1 TOBBIMIEHUS KECTKOCTH,
1 XBOCTOBOTO JOMEHA, KOTOPbIII MOXET CBSA3BI-
BaThCS C TPYNIAMH TPAHCIIOPTHBIX BE3UKYJ MPH
onHoBpeMeHHOM B3aumojelictBuu ¢ RAB (Ras-
related protein — RAB8a, RAB10, RAB11a) —
ryaHo3uHTpudocdarazamMy, ydacTBYIOUIUMH B
TpaHCHOpTe Oelka W JTUNUAOB K IUIa3MaThye-
ckoif membpane [4, 7, 14].

B »sHTeponmTax TpaHCIOPT BEMIECTB OO0Yy-
CJIOBJIEH KJIETOYHOW TOJSIPHOCTHIO M pacmpee-
JIeHueM OeJIKOB-TPaHCTIOPTEPOB HA alMKaIbHON
u OazanpHON MemOpanax [4, 11, 15]. Myranuu
B reie MYOS5B HapymaioT TPaHCIOPT BE3UKYII
C TPY30M K amuKajibHOH memOpane [4, 7], uTo
NPUBOJUT K MOTEpe MOJAPHOCTH M HAKOILIE-
HUIO alMKaJIbHBIX NMepeHocunkoB B RAB11A- n
RABS8A-1070)KUTENbHBIX BE3UKYJIaX MOJ amu-

KaJIbHOUM MoBepXHOCThIO [14]. OCHOBHBIM MOp-
¢donoruueckum mposiBienueM MVID sBnsercs
o0pa3oBaHuE LUTOIIA3MATHYECKUX BKIIOUCHHM
MHUKpoOBOpcuH [16, 17].

B TedeHWe HECKONBKHX JIET HCCIIEOBATETH
CUMTAlld, YTO BKJIIOUYEHUS B MHUKPOBOPCHHKAX
00pa3yloTcs B pe3ynbTaTe HapyIICHHs 3K30IH-
to3a [18]. DT0 mpenmonoxeHne 00OCHOBBIBA-
J0Ch HakorieHueM PAS-IONIOKHUTETBHBIX Tpa-
HyJd B alUKaJbHON IUTOIJIA3ME SHTEPOILUTOB.
B mocnenyromem K. Peiinmaren u npyrue wuc-
cJeoBaTeNd MPEANON0KIIN ANUKaJIbHBIM 3H-
JOIIUTApHBII MEXaHW3M BO3HUKHOBEHHS BKIIIO-
yenuii [19], Tak xak B OnonTarax MaIMEeHTOB C
MVID o0HapyXuiu anuKaibHOE TOTIONIECHUE
KaTHOHHOTO (eppUTHHA MHKPOBOPCHHAMH [4,
10]. B mampHei#mem Oiraromapsi WCCIICIOBaHH-
SIM MBIIIMHBIX MOJIEJIeH, MTOBTOPSIOMINX OCHOB-
Hble GperoTunsl MVID, Ob1I0 ycTaHOBIIEHO, YTO
BKIIIOUCHHUSI 00Pa3yIOTCsl B pe3yabTaTe anuKaib-
HOTO PHJOIMTO3a IETOUHOM KaliMbl, TaK KaK OHH
BBICTJIAaHBI MUKPOBOPCHHAMH U COAEPIKAT OCJIKH
anukaibHO MemOpansl [20, 21]. Takum obpa-
30M, KOMITOHEHTHI IIE€TOYHOM KalMbl, TpaHC-
noprepsl U (EPMEHTHl TEPSAOT aANUKAIHHYIO
JIOKAJIM3aIMI0, YTO, B CBOIO OuYe€pellb, BHI3HIBAET
(YHKIIMOHAIBHYIO HETIOJTHOIIEHHOCTD YHTEPOIH-
ToB. lloTepst MOMAPHOCTH KUIIIEUHOTO DIHUTEITUS
MPUBOJUT K HAPYIIEHWIO TPAHCIIOPTa HOHOB,
HapyIIaeTcsl KCIPECCHs OCHOBHBIX MEPEHOCYH-
KOB, KOHTPOJMPYIOIIUX TPAHCIIOPT KUAKOCTH U
3JIEKTPOJIUTOB, @ UMEHHO HaTpUH-BOIOPOAHOIO
nonooomennnka (NHE3) u xnopugHo-6ukapoo-
narnoro (CI/HCO?") annonooOmennunka (DRA/
down-regulated in adenoma) [4, 10, 11]. Kpome
toro, mist MVID xapakrepHa mopdonorudeckas
KapTHHa aTpoduu n pa3pe’keHuss MUKPOBOPCHH,
YTO OOYCIIOBIIEHO HE TOJNBKO HapyIIEHHUEM IPO-
1meccoB mnpoymdepanun u  AudGepeHITUPOBKH,
HO U amonTo3oM 3HTeponuTtoB [17]. IIpu myra-
uuu B reie MYOS5B nHaOmromaercs HapylleHUE
dochopmmpoBanus 6enka YAP1 (yes-associated
protein 1, KO-peryasTop TpaHCKPHUIILHHN), KOTOPOE
MPUBOAUT K 3a/iepKKe MEepeKIIoYeHus Mpolec-
ca mpomudepanun Ha AuddEepeHIHpOBKY, TeM
caMbIM Hapymiasi co3peBaHHe M (HOpMUPOBaHUE
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«KPUNTONO00HOT0» (DEHOTUIIA SHTSPOLUTOB [4,
7, 10, 22]. Takum oOpa3om, aHOMaIILHOE CTpPOE-
HHE MUKPOBOPCHH DHTEPOIUTOB HAPYIIAET BCa-
CHIBAaHHWE MHUTATEIbHBIX BEIIECTB M YKHUJIKOCTH,
HOHHBI OOMEH, YTO, B CBOIO OYepelb, CIIOCO0-
CTBYET TS)KENIOM XPOHUYECKOU Juapee, 3JEeKTPo-
JINTHBIM HApPYIICHUSM B 00e3BOKHBAHUIO [14].

KNWUHUYECKMIA CNYYAR AMBYJIATOPHOT O
HAB/HAEHUA PEBEHKA

ITamuent K., 1 rog 7 mMecsies. XKamoOwl: ¢
POXKIEHUST OTMeuaach 3aJiepXkKKa CTyla, 3aTeM
oOunpHas nuapes 10 15 pa3 B CyTKH, Malloe KO-
JIUYECTBO MOYH, HU3Kas MpuOaBKa B Bece.

Anamnes cuznu. PebGenox ot 4-it Oepe-
MEHHOCTH, 3-X pomoB Ha 39-it Hemene. PoxuTe-
M — HocHuTenu MyTanuil B rene MYOS5B. Bec
npu poxaennn — 3590 r, jumHa Tena — 51 cm.
CocrosiHUE TsKENoe, TSHKECTh 00yCIIOBJICHA Ha-
pacTtarouiell JbIXaTeJbHOU HEA0CTaTOYHOCTHIO,
nepeBe/ieH B OTHAEJICHUE peaHUMAalldd U HHTEH-
CUBHOH Tepanuu. YacToTa cepeuHbIX COKpale-
Huit (HCC) — 80 B MUHYTY, 4YacToTa AbIXaTelb-
HbIx nBwkeHui (Y1) — 50 B MUHYTY, KOXKHBIE
MTOKPOBBI ITHAHOTUYHBIC, MBITIIEYHAs! TUTTOTOHUS,
runopediexcus. 13 BepXHHUX JBIXaTeIbHBIX Y-
Tell OOWJIbHOE OTHesieMOe — MEKOHHAIbHBIE
BOJIbI. YUHTBIBasE OpaiuKapuio, HEperyaspHOe
JBIXaHUE, aCIIHPAIINI0 OKOJIOTUIOIHBIX BOJ, ObliIa
MpPOBEACHAa WHTYyOAlMs Tpaxew, HadaTa HCKycC-
CTBEHHas BeHTWsLuA jJerkux (MBJI).

Cubc ymep B 4 mecsina B Hayuynom mentpe
310poBbs nereil Poccuiickoil akanemMuun meau-
uuHckux Hayk (HU3A PAMH) ot nonnoprannoit
HeZoCcTarouHOoCTH Ha ¢ore MVID (myramuu B
reae MYOS5B B 6-M (c.664A >T) u 7-m (c.782
T>C) sk30Hax). JImarno3 mMoaATBEPKICH MOJICKY-
JISIPHO-TEHETHYECKUM METOJIOM.

Anamues 3aboneeanus. YUUTHIBAsS OTATO-
IIEHHbIA CEMEWHbId aHaMHE3 U XapaKTepHbIE
KIIMHWYECKHE TPOSIBICHUS, TTALIMEHTY B BO3pacTe
1 Mecsiua >xu3HN ObUIa BBITONHEHA GrOpos30da-
rOTacTPOAYOACHOCKOIHUSI ¢ OMOICHEH CIHU3UCTOM
000JIOYKN TOHKOW KHUIIKU U 3JIEKTPOHHON MHUKPO-
ckorueit OmornratoB. [Ipu riccnenoBaHUY BBISBIIE-
HO, YTO peibe]) BOPCHH B TOIIECH KHIITKE CTIIAXKEH,
SMUTENIUANIBHBIM CIOM YIUIOIIEH, OMNpeessiach
yMepeHHas: WHOQWIBTpalWs MOHOHYKJIeapaMu B
COOCTBEHHOH TTACTUHKE CIIM3UCTOTO closi. B 3pe-
JIBIX DHTEPOIUTAX OOHapyKeHa arpodusi MHKpO-
BOPCHHOK, @ B HEKOTOPBIX U IOJIHOE MX OTCYT-
cTBHE. BbIsIBIIeHO cyOanuKaaibHOE CKOTICHHE OC-
MO(UIIBHBIX TPaHy, & TaKKe KUCTBI, B MOJOCTH
KOTOPBIX BUAHBI MUKPOBOPCHHBI, COAEpKalllue
JIUTIOCOMOTIOIOOHBIC BKJIFOUEHUS. YKOPOYCHHBIE,

pa3pexeHHble MUKPOBOPCHHKH BUIHBI B SHTEPO-
muTax KpunT. ['eHeTnyeckoe HWcciaeqoBaHHE IO-
3BOJIMJIO BBISIBUTH MyTaluto B rene MYO5Bc.782
T>C v noaTBEpIAUTH JUATHO3.

B nampHedimeM OBIT TOCHHUTAIM3UPOBAH
B CTalMOHAp B Bo3pacTe 3 mecsAneB (poct —
53 cm, macca tema — 3789 1) m 7 Mecdies
(poct — 65 cM, macca Tena — 5300 1) B cocTosI-
HUHU CPEJHEH CTENEHU TSAKECTU. TsKeCTh COCTO-
sHUs1 Obl1a 00yCIOBICHA YKCUKO30M BCIIEICTBUE
OOJNBIINX MOTEPh KUAKOCTH CO CTYJIOM, a TAaKXKe
METabOIIMYECKUMH W 3JICKTPOIUTHBIMH Hapy-
HICHUSIMH, HYTPUTHUBHOW HEJOCTATOYHOCTBIO H
CHWXeHHeM auypesa. [Ipu rocnmranusamnuu mo-
Jydajl KOMIUIEKCHYIO TEparuio, HalpaBICHHYIO
Ha KyNHUpPOBaHWE CHMIITOMOB JKCHKO3a U HOp-
MaJU3alni0 META0OTUIECKUX U SIEKTPOTUTHBIX
Hapymenuil. [locne Bemucku HaOmogancs amoy-
JIATOPHO U TOJIyYaJl JIeYeHHEe Ha yJacTKe.

Oovexkmugnutit ocmomp. Ha MOMEHT 0CMOT-
pa pebenky 1 rom u 7 MecsueB, )KaloObl MaTepH
Ha auapero (1o 15 pa3 B cyTKH), Majloe KoJnye-
CTBO MOYH, HEBO3MOKHOCTb PACIIMPEHUS DHTE-
pajIbHOTO KOPMIICHHS, OTKa3 OT cMmecu. Macca
tena — 8350 r, mmHa Tena — 76 cm, UMT (un-
nekc Maccel Tema) — 14,4 kr/m?, WHOAnthro:
poct/Bec = —1,86 z-score, poct/Bo3pact = —2,62
z-score, Bec/Bo3pacT = —2,71 z-score, UMT/B0o3-
pact =—1,36 z-score, ypoBeHb (PU3NUECKOTO pa3-
BUTHS OYE€Hb HU3KHUU.

OO0I111ee COCTOSHHIE TSHKEIT0e 10 3a00I€BaHHMIO,
crabunbHoe. Co3Hanue sicHoe. [lonoxeHue ak-
tuBHOe. Temmepatypa Tena 36,7 °C. Koxnble
MOKPOBBI OJIEIHO-PO30BBIC, YHCTHIC, YMEPEHHOM
BIQKHOCTH, OTCKOB HE HAONIOMAeTCs, Typrop
TKaHe CHWXeH. Bumumeie ciam3ucTeie 00011049-
KM pO30BBIC, YHCTHIE. MEpIIeyHas macca yme-
PEHHO CHWXEHA, THIOTOHYC MbII. [TogkoxHas
KUpOBasg KJET4aTka pa3BUTa HEIOCTATOYHO.
KocrtHas cucrema 6e3 pedopmanuii. Jlumdparu-
YECKHUE Y3JIbl AaCTUYHBIC, 0€300/IC3HCHHbBIC, HE
CHastHbl C OKPYKalOIIMMH TKaHsMH. [pyaHas
KJIETKa MpaBUIBHON (Qopmbl, 6e3 medopmanuii.
Jbixanue 4epe3 HOC, CBOOOIHOE, My3pUIIBHOE,
ayCKyJbTaTUBHO NPOBOAUTCS BO BCE OTIEIIBI,
xpunoB Het, Y/ — 24 B munyty. [lynsc cum-
METPUYHBIN, PUTMHYHBIN, OOBIYHOTO HArpsIKe-
Hus ¥ HanonHeHus,, YHCC — 110 B munyrty. Ilpu
ayCKyJIbTaIlii TOHBI Cep/Ia sICHbIe, pUTMUYHEIE,
3By4HBIE, 0€3 MaToJOTHYECKHX MIyMOB. JKHBOT
MpH Hanblaluu MATKuHM, 0e30ome3neHnbii. Ile-
yeHb +1 u3-moa Kpas pebepHo 1yru, cene3eHka
He manbnupyercs. CTyn Kanuieoopa3Hblid/ Ku/1-
kuit 13—15 pa3 B cytku. duypes 120 ma. [Tomy-
YyaeT napeHTepaIbHOe MUTAaHUE, IOTEPH CO CTY-
aom 1200-1300 ma/cyT.
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Tabnuya 1
JlaboparopHbIe HCCIIeIOBAHHUS
Table 1
Laboratory tests
Oo6uwuii (knunuveckuit) ananus xkpoeu pazeepuymotii / Complete (clinical) blood test
HccnenoBanue ypoBHs 5PUTPOLMTOB B KPOBH / 3,83x10'%/n/ /1 3,7-5,15
Examination of the level of red blood cells in the blood
I'emorno6un (HGB) / Hemoglobin (HGB) 105 r/n/ g/l 102,0-134,0
MCH (cpenHee comepxanue reMoriioonHa B SpuTponure) / 25,3 IIT'/PG 23,5-31,0
MCH (average hemoglobin content in red blood cells)
MCHC (cpenHsis KOHIEHTpAIHsI TeMOIIIOOWHA B 3pUTPOLUTE) / 322 r/n/ g/l 300,0-350,0
MCHC (mean hemoglobin concentration in red blood cell)
MCV (cpenunit o6vem spurporuros) / MCV (mean red blood cell volume) 78,5 ¢/ fl 72,0-93.0
RDW-CV (mmpuna pacnpeneneHus 3puTpoInTa 1o oodbemy) / 13,7 % 11,5-15,0
RDW-CV (red blood cell volume distribution width)
RDW-SD (upuHa pacrupeesieHus 3pUTpoLuTa no oobemy) / 39,2 o/ fl 39,0-51,0
RDW-SD (red blood cell volume distribution width)
Orenka remarokputa / Hematocrit Score 30,1% 31,5-40,5
HWccnenoBanue ypoBHS JICHKOIIUTOB B KPOBH / 11,04x10%n/1 4,0-12,0
Examination of the level of leukocytes in the blood
Hetirpoduner (Neut#) / Neutrophilia (Neut#) 1,84x10%n /1 1,5-10,5
Heiirpoduast (Neut%) / Neutrophilia (Neut%) 16,7% 22,0-63,0
Dosunoduisl (Eos#) / Eosinophils (Eos#) 0,15%10%n /1 0,03-0,7
Dosunoduisl (Eos%) /Eosinophils (Eos%) 1,4% 0,5-5,0
Bazoduier (Bas#) / Basophilus (Bas#) 0,01x10%/n/1 0,0-0,2
bazodunst (Bas%) / Basophilus (Bas%) 0,1% 0,0-1,5
JImmdomute/ Lymphocytes 8,34x10%m /1 3,0-10,0
JIumdountst (%) / Lymphocytes (%) 75,5% 32,0-63,0
Mownouutst (Mono#) / Monocyte (Mono#) 0,7x10%mn /1 0,15-1,2
Momnonuts (Mono%) / Monocyte (Mono%) 6,3% 1,5-10,5
Tpom6omuts (PLT) / Trombocyte (PLT) 394x10%/n/1 150,0-490,0
Tpombokpur (PCT) / Thrombocrit (PCT) 0,39% 0,19-0,39
PDW (pacnpenenenue TpoMOOLUTOB 10 00beMy) / 15,7 pa/ fl 9,6-15,2
PDW (platelet distribution by volume)
MPV (cpennuii o6beM TpombonutoB) / MPV (mean platelet volume) 10 ¢/ fl 9,2-12,0
HWccnenoBanue cKOpOCTH OCEAHMS SPUTPOLIUTOB / 2 mm/4 / mm/h 1,0-15,0
Study of erythrocyte sedimentation rate
Bbuoxumuueckuii ananusz kpoeu / Biochemical blood test
ACT (acnapratramunorpancgepasa) / AST (aspartate aminotransferase) 35,6 en/n /u/l 23,0-46,0
AJIT (ananmaamuHoTpancdepasza)/ ALT (alanine transaminase) 35,4 en/n/u/l 10,0-25,0
O6umii 6enok / Total protein 51,3 /n/ g/l 59,0-72,0
Anpbymun / Albumin 36,9 r/n/ g/l 38,0-47,0
Bunmupy6un oo6muii / Total bilirubin 6,3 MxMoub/1 / umol/l 2,2-21,0
Bumpy6un npsmoii / Bilirubin Direct 2,2 MKMOJIB/11 / pmol/l 0,1-1,8
I'mroko3za / Glucose 3,25 mxmons/n / pmol/l 3,30-5,00
Kpearunusn / Creatinine 27 mxmons/n / pmol/l 13-35
Mouesuna / Urea 6,7 MmmoJib/s1 / mmol/l 2,.8-72
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IIpooonsicenue maon. 1/ Continuation of the table 1

Obéwuit (knunuueckuit) ananus kpoeu paseepuymetii / Complete (clinical) blood test
Kanuii / Potassium 4,5 mmouns/n / mmol/l 3,5-5,1
Hatpuii / Sodium 139,4 MmMons/1 / mmol/l 136,0-146,0
Xsopunsr / Chlorides 107,7 mmons/n / mmol/l|  101,0-109,0
®docdop / Phosphorus 1,50 mmonb/n / mmol/l 1,40-2,33
Anbda-amnnaza/ Alpha-amylase 3,7 ME/n / IU/L 22-80
Koazynozpamma / Coagulology
D-aumepst / D-dimers 0,25 mr/n / mg/l 0,00-0,50
AIITB (akTUBHPOBAaHHOE YaCTHYHOE TPOMOOILIACTHHOBOE BpeMsi) / 353¢c/s 24,0-36,0
APTT (activated partial thromboplastin time)
IITB (nporpom6uHOBOE Bpemsi) / Prothrombin time 15,40c/s 12,00-18,00
I1TU (mporpombuHOBHIiT nHIeKC) / Prothrombin index 89,90% 70,00-130,00
MHO (MexIyHapogHOE HOpMaIW30BaHHOE OTHOIICHHUE) / 1,07 exn/u 0,85-1,15
INR (International normalized ratio)
Tpomb6unaOBOE Bpems / Thrombin time 19,80 c/s 14,00-20,00
Oubpunoren / Fibrinogen 1,48 r/n/ g/l 2,00-4,00
Obéwuit (knunuueckuit) ananusz mouu / General (clinical) urinalysis
JlpoxoxeBble TpHOBI (MUKPOCKOITUYECKOE HCCIIeIoBaHue) / 0 0,0-0,7
Yeast fungi (microscopic examination)
HWccnenoBanne ypoBHs OMinpyOuHa B Mode / He oOHapyxeHs! / 0,0-17,0
Examination of the level of bilirubin in urine Not detected
VccnenoBanne ypoBHs IIIIOKO3EI B MO4e / He o6napy:xeHs! / 0,0-2,8
Examination of glucose levels in urine Not detected
JlefKoUTEl (MUKPOCKOTIMYECKOE HCCIeJOBAHNUE) / 0,4 0,0-2,7
Leukocytes (microscopic examination)
OOHapyeHHe KeTOHOBBIX TeJ B Moue / He oGHapyxeHbI / 0,0-1,5
Detection of ketone bodies in urine Not detected
Okxkcanarsl / Oxalates 0 B moste 3peHus /
within eyeshot
Omnpenenenue 6enka B Mmode / Determination of protein in urine He oGHapyxeHsbI / 0,0-0,3
Not detected
Omnpernenenre KOHIEHTPAUU BOJOPOIHBIX HOHOB (pH) Moun / 8,5 5,0-7,0
Determination of the concentration of hydrogen ions (pH) in urine
OmnpeneneHue yaenbsHOToO Beca (OTHOCUTEIBHOH MIIOTHOCTH) MOYH / 1,031 1,005-1,03
Determination of the specific gravity (relative density) of urine
TInockwuii snutenuii / Squamous epithelium 0,1 0,0-1,1
[Tpo3paunocts / Transparency Ipo3paunas /
Transparent
Cnuze (MUCS) / Mucus (MUCS) +++
Ypooununoren / Urobilinogen OTpunaTeabHbIH / 0,0-35,0
Negative
LBer / Color COJIOMEHHO-KENThIH /
Straw yellow
unuaape! ruanuuoBsie / Hyaline cylinders 0 0,0-0,5
Opurpouutsl (RBC) / Erythrocyte (RBC) 0,6 0,0-2,3
Konporpamma / Coprogram
Slitna reapmuaTOB / Helminth eggs He oGHapyxeHbI / He o6napyxeHbI /
Not detected Not detected
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Oxonuanue ma6n. 1/ Ending of the table 1

Obwuit (knunuueckuit) ananus kpoeu paseepuymetii / Complete (clinical) blood test

Koncucrenuust / Consistency

Kunknit / Liquid

KOJIMYECTBO /
Small amount

Iset / Color Kenerit / Yellow
Cnmss / Mucus Her/No
pH lemnounas / Alkaline
CreprobumuH / Sterkobilin IIpucyrcrryer / [pucyrcryer /
Present Present
bunupy6us / Bilirubin OtcyterByer / No
Hetpur / Detritus 1-2 3
[TepeBapuBaeMble MBIIICUHBIC BOJIOKHA / 1-3 OtcyteTBytoT /
Digestible muscle fibers No
YacTHYHO IIepeBapUBACMbIC MBIIICYHBIC BOJIOKHA / 0
Partially digestible muscle fibers
Jleiikormuter / Leukocytes 0 OTCyTCTBYIOT /
No
OputpounTts! / Erythrocytes 0 OTtcyTteTBytOT /
No
Heiitpanbusiii sxup / Neutral fat Her / No OtcyrerByer /
No
YKupnsie kucnorsr / Fatty acids Her / No OtcyteTByIoT /
No
Msina / Soap Her / No HeGonpmoe
KOJIMYECTBO /
Small amoun
Kpaxman BayTpuknerounsiii / Intracellular starch He6onpmoe OtcyTcTByeT /

No

Kpaxman BHekinetounslii / Extracellular starch

‘YMepeHHOE KOTMYeCTBO /
Moderate amount

OrcyTcrByer /
No

Womodunpras ¢mopa / lodophilic flora

Her / No

OtcyrcTByer /
No

PacTturenbHas kinerdarka (HemepeBapumas) /
Vegetable fiber (indigestible)

HeGoumnbImoe
KOJIMYECTBO /
Small amount

PacturenpHas kineTdaTka (mepeBapumas) /

Heo6oasmoe

OTtcyTcTBYyeT /

Vegetable fiber (digestible) KOJIYECTBO / No
Small amount
[Mpocreiimue / Protozoa Het / No He obHapyxensl /

Not detected

Jpoxokesbie rpudsl / Yeast fungi

Criopsl — yMepeHHOe
KOJTM4YeCTBO / Spores —
moderate amount

He oOHapyxeHbI /
Not detected

Jleuenue. B nacrosiiee BpeMs STHOTPOII-
Ho#l Teparun MVID ne cymectByeT. OCHOBHBIM
BApUAHTOM JIEYEHHS TMAlMEHTOB C JAHHOM Ima-
TOJIOTHEH SABIsETCA TMOKU3HEHHOE IOJHOE Ia-
pentepanbHoe nutanue (IIII1). C uenpro koMm-
MEHCALUU MOTEPH )KUJIKOCTH U JIEKTPOIHUTOB CO
CTyJIOM U oOecreueHus] OpraHu3Ma MUTaTEeIbHbI-
MH BEIECTBAMHU AJI pOCTa U Pa3BUTHs MUTaHUE

JOJDKHO OBITh T'MIIEPKAJIOPUHHBIM, OJHAKO €ro
IIPUMEHEHHUE HE KyNIUPYEeT AUapeiHbIil CUHIPOM,
a OCJIOKHEHUSI, ACCOLIUMPOBAHHBIE C €T0 NPUME-
HEHUEM, OCTAlOTCS OJHOM M3 INIaBHBIX NMPUYUH
JeTajabHOro ucxoaa [23].

OpHuM u3 Hambolee YacThIX OCIOKHEHHH
ABJIAETCS KaTeTep-aCCOLMUPOBAHHBIN CEICuc.
Jpyrum omacHeIM JI1 JKM3HU OCJIOKHEHHUEM
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pnurensHoro I sBnseTcs neyeHouHas HElo-
CTaTOYHOCThH (CTEaTO3, XOJIECTa3 ¢ BO3MOXKHBIM
pasBuTHeM 1uppo3a medeHu). CoeBble JIHIH-
IIbI, OoraThie OMera-6 >KUPHBIMH KHCIOTaMH, B
coctaBe [IIIIl ob6mamaroT remaroTOKCHYECKUM
nevicteueM [24, 26]. Kpome Toro, BBEICHHE
TUIIEPTOHIMYECKOTO PAcTBOPa TIIOKO3BI IPHUBO-
JUT K aTpopuu ¥ TUCOYHKIUHU TTOIKEIYT0UHON
JKeJe3bl 332 CYET MOJAABICHHS CTUMYIHPYIOIIETO
BO3/ICHCTBUSl XOJICLUCTOKMHWHA Ha TOMXKEIy-
JOYHYIO JKeJe3y, O YeM CBUACTEIbCTBYET MOBbI-
LICHHBIA YPOBEHb aMUJa3bl B CHIBOPOTKE KPO-
Bu. K ToMy jxe HeOmarompusiTHOE BO3JCHCTBUE
Ha KIETKH TMPOTOKOB ITOKEIYIOYHON >KeIe3bl
OKa3bIBAET 3HAYUTEIHHOE MOBBIINICHUE YPOBHSI
JKETYHBIX KHACIIOT MOCJIE Hadalia TapeHTepatbHO-
ro muTaHus [25].

Bce BbIlIEU3IOKEHHBIC JaHHBIC YYHUTHIBA-
I0TCSl B BEJICHUM peOCHKa, B CBSI3U ¢ 4eM | pa3
B JIBE HEJENH TPOBOISITCS aHalU3bl KPOBU H
MOYM, KOHTPOJIb YPOBHsI Oelika, aMuiasbl, IJIIO-
KO3bl, TieueHOuHbIX (epmeHToB AJIT (amaHuH-
amuHoTpancgepasza), ['TTII (ramma-rmyTamun
TpaHc(epasza), ounupyonna — Tabmauna 1. Exe-
JTHEBHO HM3MEPSIETCS KOJMYECTBO CTyNa. YdacT-
KOBBIH TOKTOP OCMaTpuBaeT pedeHka 1 pa3 B mMe-
CAIl ¥ TIPH YXYAIIEHUH COCTOSHUS.

SAKNHYEHNE

bone3ns BKIIOYEHHS] MUKPOBOPCUH — Kpaii-
HE peAKoe BPOXKICHHOE 3a00JeBaHME, Xapak-
TepHU3yloleecs BO3HUKHOBEHHEM BOJSHHMCTON
auaped U ManbadcopOuuu, mpu KOTOPOM B IH-
TEpOLUTAX HAKAIJIMBAIOTCS CEKPETOPHBIC I'pa-
HYJIbI, & MUKPOBOPCHHKHN J1e(OPMUPOBAHBI HITH
orcyTcTByIoT [8, 14]. Hapymenus BcachiBaHHS
MPUBOJAT K CEPbE3HBIM MOCIEACTBUSIM, TaKUM
KaK 3a/iep’KKa pocTa W Pa3BUTHs, HyTPUTHBHASA
HEJI0CTAaTOYHOCTh [27-29]. MHoOrue MexaHH3-
MBI, JIe)Kalllle B OCHOBE JJaHHOM MaToJIOrUH, /10
CHUX MOp HEM3BECTHBI, TIOATOMY CO3/1aHHE HOBBIX
MOJIeJIei MBIIIEH ¢ ynaleHHbIM TeHoM MYOSB,
KOTOpBIE BOCIPOM3BOASAT XapaKTEpHBIE YEPTHI
0OJIe3HN BKIIFOYEHUST MHKPOBOPCHH, a TaKXKe
HCCIIEIOBAHUS HA KJIECTOYHOM M MOJEKYISIPHOM
YPOBHSIX, TOMOTYT PACKPBITh CBA3b MEXKIY Kile-
TOYHOW TPAHCIOPTUPOBKOW U MpoOIlecCaMHu Bca-
cerBanms [30, 31]. Takum obOpazom, Taybokoe
noHuManue natodusnonorun MVID mo3Bonut
pa3paboTarh IiesIeHanpaBieHHbIe METObI Jieue-
HUS KOHKPETHBIX CUMITOMOB, B YaCTHOCTH JIU-
apeH, yCTPaHUT HEOOXOAMMOCTb B JITUTEIbHOM
napeHTepanbHoM mnutaHuu [32]. Tem caMbim
Ka4eCTBO U3HM MAIlNEHTOB 3HAYUTEIBHO yIyd-
LIUTCS.

NONOMHUTENbHAA HHDOPMALIMA

Bkuiag aBropoB. Bce aBTOphl BHECIH Cylle-
CTBEHHBIH BKJIAJ B pa3paboOTKy KOHLEIIIUH, TIPO-
BEJICHUE HCCIEJOBaHUS M TOATOTOBKY CTaThH,
MIPOYIN B OOOpHIIN (HHATBHYIO BEPCHUIO TIEPE]
myOIUKaIueH.

Konpaukt unTepecoB. ABTOPHI I€KJIapUpy-
I0OT OTCYTCTBHE SIBHBIX M TNOTEHIIMAJIBbHBIX KOH-
(IIMKTOB MHTEPECOB, CBSA3aHHBIX C MyOIHKaIMen
HACTOALIEH CTaThH.

HUctounnk ¢(puHaHCHpoOBaHHUs. ABTOpHI 3a-
ABIISIIOT 00 OTCYTCTBHM BHEIIHEro (MHAHCUPO-
BaHUs MPU MIPOBEJICHUN HCCIIET0BAHUS.

NupopmupoBanHoe coriiacue Ha nyOJInKa-
LMI0. ABTOPBI NMOJYYMIA TUCEMEHHOE COITIacUe
3aKOHHBIX NpEICTaBUTENICH MaleHTa Ha myouu-
KaIlii0 MEIUIINHCKUX JTAHHBIX.
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