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Pesiome

B cTaTbe npencTaBneH peaKknin KNIMHUYECKMIA Cyyalh 6onesHn folle, HacneaCcTBEHHOM 6oNMe3HM, KOTopas OTHOCUTCA K N30~
COManbHbIM 6oNne3HAM HakonneHus. MauneHT 36 NeT NoCTyNuA B KNMHIKY C xanobamu Ha 60nn B eBoiA NOMIOBUHE KMBOTA,
6onw B rpyaHoit KneTke, Kallenb C KENTOW MOKPOTO, 3aTpynHEHHOE AblXaHue 13-3a 60K, 06Lyto cnabocTs. B npouecce
cbopa aHamHe3a 1 06CejoBaHMA Obini BbIABNEHbI NCUXMUECKAA HEA0PA3BUTOCTb, FENATOCTIEHOMETanns, aHemus, TPOMOO-
UMTOMEHUS, yrpo3a pa3pbia ceneseHku. MauyeHT 6bin nepeseieH B X1pypruyeckoe oTaeneHu1e, npoBeaeHa CrieH3KTOMUA.
[CTONOrMYeCKoe NCCNeaoBaHme CeNe3eHKN U reHeTYeCKoe UCCNeoBaHMe NOATBEPANAN AnarHo3 6onesHn lole.
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Summary

The article presents a rare clinical case of Gaucher’s disease, a hereditary disease that belongs to lysosomal accumulation
diseases. A 36-year-old patient was admitted to the clinic with complaints of pain in the left half of the abdomen, pain in
the chest, cough with yellow sputum, difficulty breathing due to pain, general weakness. The mental underdevelopment,
hepatosplenomegaly, anemia, thrombocytopenia, and the threat of rupture of the spleen were revealed in the process of
collecting anamnesis and examination. The patient was transferred to the surgical department, and a splenectomy was
performed. Histological examination of the spleen and genetic examination confirmed the diagnosis of Gaucher’s disease.

Keywords: Gaucher's disease, lysosomal storage diseases, genetic disorder, clinic, diagnostics, treatment
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BBepeHune

Bonesnp Tomure (raoxo3nunepaMugHbIN TNINL03
MKB10 E75.2, E75.230 - HacefcTBeHHOE 3ab0/eBa-
HJE) — 5TO OJJHO U3 IM30COMAaJIbHBIX OOJEe3HEl Ha-
konieHA. OHO pa3BMBaeTCA B pe3y/abTaTe HeloCTa-
TOYHOCTM (hepMeHTa TI0KoLepedpo3Nashl, KOTOpas
TIPUBOANT K €€ HAaKOTIICHNIO BO MHOTMX TKaHAX, BK/TIO-
Yasi ceJie3eHKY, ledeHb, MO3T U ApyTrue oprassl [1-5].
3aboneBaHMe Ha3BAHO B 4eCTb (PPaHIY3CKOTO Bpada
@®ununna [ome, KOTOPHIIL IepBbIM OIMCaT ero B 1882 T.

bonesup l'ome HacnepyeTcss MO ayTOCOMHO-
pelLiecCMBHOMY MeXaHM3My. B ocHoBe 3aboneBaHus
JIeXaT MyTalMM IeHa ITI0KoLepe6po3u/iassl, T0Ka-
NMMU3yHOLIerocs B pernoHe q21 Ha 1-i1 Xxpomocome (3,
4]. IlpucyTcTBMe IBYX MYTAHTHBIX aJI/leJIell reHa Co-
MIPOBOX/AEeTCs CHIDKeHMEM (<30%) KaTaIuTI4ecKoi
AKTVBHOCTH IJIIOKOLepeOpO3naaspl, YTO IIPUBOLUT
K HaKOIUICHNIO B JIN30COMaX MaKpo(daroB HeyTHU/IN-
3MPOBAHHBIX JIMIINAOB 1 00pa30BaHNIO XapaKTEPHBIX

Knaccudukayns

B cooTBeTcTBUM C HAMMYMEM 1 0COOEHHOCTSIMIU KITMHY-
YeCKOTO TeUEeHIsI M BOB/IEYEH S LIeHTPaIbHON HEPBHOI!
cucrems! (ITHC) Boigersitor Tpu Tuma 6onesnu lomre.

KJIeTOK HaKoIIeHns (keTok [olire) — meperpy xeHHbIX
nunupaMu Makpodaros. CreficTBIeM JaHHOTO MeTa-
6omyeckoro gedexra ABAALTCA: 1. XpoHMdecKas ak-
TUBAIVA MAKpOQaraabHOI CUCTEeMBI. 2. AyTOKPYHHAA
CTUMYJIALMA MOHOLMTOIO93a U YBeIudeHue abco-
TIOTHOTO KONMMYecTBa MaKpoaros B MecTax «Husu-
OJIOrMYECKOTO IOMa»: Ce/le3eHKa, IeYeHb, KOCTHBIN
MOS3T, C/IeICTBIEM YE€Tro ABAIOTCA CIJIEHOMeranus,
remaToMeranys, MHQUIbTPaLMsA KOCTHOTO MO3TIa.
3.HapyureHue perynAaTopHbIX GyHKIMIT Makpodaros,
YTO, IPE/ITIONIOKUTENBHO, IEXUT B OCHOBE IIMTOIEHN-
YECKOTO CMHJIPOMA U MOPaXKeHMA KOCTHO-CYCTaBHOM
cucremsl (4, 6].

bonesns 'omte BcTpedaercs ¢ gactoToit oT 1:40 000
10 1:60000 y mpencraBuTeneil BCeX STHMYECKUX TPYTIIL;
B IIOITY/IALIMY eBpeeB-alllKeHas3) YacToTa 3a00/IeBaHIA
mocturaer 1:450 [4].

Hewnertponatuveckuit (tun I). IBnsercs nHanbo-
nee dactoit popmoii 3abojieBaHN A, IPU KOTOPOIT 1ieH-
TpajbHas HepBHas CUCTeMa He IMopa)kaercs (1oa-



TOMY 3TOT TUII Ha3bIBaeTCA HEHEPOIIATUYECKUM).
CuMIToMaTuKa KpaitHe pasHooOpasHas — OT 6eccuM-
HTOMHBIX GOPM [0 TAXKEJIOTO MOPa’kKeHNA OPTaHOB
M KOCTei1. B IpoMeXxyTKe MeXX1y STUMU MOMAPHBIMU
K/IVMHMYeCKUMIY TPYIIIaMU HAaXORATCA OOIbHBIE C yMe-
PEHHBIM yBeTM4eHNEeM CeNe3eHKM U II0UTU HOPMalb-
HBIM COCTaBOM KPOBI, C Ha/IM4YMeM Mau 6e3 mopasxe-
HUs KocTeit. HecMoTps Ha TO, 4TO 3a60/1eBaHMe 9TOTO
TUIIa MHOTZiA Ha3bIBaeTCcs 60/e3HbI0 T'ole B3pOCIBIX,
€10 MOTYT CTpajaTh MI0AM M060ro Bo3pacra. YeM paHb-
IIe IPOABIAITCA KIMHUYECKIE IPOABICHNUA, TeM
TsDKenee mporekaer 6oyesHs [4, 7].

Ocrpbiit HelipononaTyyeckuit (Tun II). Ovyens pep-
Koe, 6bICTpO Iporpeccupyiolee 3aboaeBaHme, OT-
NMYaeTCA TAXKEIbIM IIOPa’keH1eM I'OJIOBHOTO MO3Ta,
a TaK>Ke IPaKTUIeCKN BCeX OPTaHOB U cucTeM (pa-
Hee HasbIBaeMoe 60j1e3HbI0 [ollle HOBOPOXKIEHHBIX).
3aboneBaHue 2-T0 TUIIA XAPAKTEPUIYETCS TSKETIBIMIU
HEeBPOJIOTMYEeCKMMI HapYLIEHNAMM B IepPBbIil IO
JKU3HM pebeHKa, IMEIOT MeCTO epi- IPUCTYIIBI, KOCO-
I71a3ye, TUIIePTOHYC MBIIII, OTCTaBaHMe B IICUXMYe-

KnuHnyeckne npnsHaku

CneHoMeranus — celie3eHKa MOXeT OBITb yBe/IueHa
B 5-80 pa3 o cpaBHeHMI0 C HOpMoOIt. [To Mepe mporpec-
CMPOBaH CIVICHOMET /I B Heil MOT'YT PasBMBaTbCs
nHoapkTs [8, 9, 11].

Tenaromeranus - pa3Mepbl IIEYeHN YBEINIMBAIOTCH
B 2-4 pasa. [Ipu Y3/ MoryT BBIABIATbCA O4aroBble
ee TIOPa>KeHNs, KOTOPbIe, IIPEATIONOXUTENIbHO, SAB/IA-
I0TCA ClIeficTBMeM ueMun u ¢pubposa. OTMedaeTcs
He6O/IbIIOE MTOBbILIIeHNE AKTBHOCTY CBIBOPOTOYHBIX
aMuHoOTpaHcdepas, 06bIYHO He 6oree yeM B 2 pasa,
uspenka - B 7-8 pas [4, 8, 9].

IInTomeHNYeCKMit CUHAPOM — Hanboee paHHee
U XapaKTepHOe IPOsIB/IeH)e NJaHHOTO 3a00/IeBaHMA.
MoskeT mpOTeKaTh CO CIIOHTAHHBIM FeMOPParnyeckiM
CUHIPOMOM. B fanbHelileM pasBUBaIOTCA aHEMUA
U JIEVIKONEHNA C OTHOCUTENIbHBIM TUMPOLUTO30M
1 abCOMIOTHOI HeliTponeHneii (4, 8,9, 12].

ITopaskeHue KOCTell BapbUpyeT OT 6eCCUMIITOM-
HOIT ocTeoneHUM 1 KonboobpasHoit fedpopmannn
IVICTATbHBIX OTHENIOB OeIpeHHbIX KocTell (KOmbbI
OprnenMeriepa) O TAXKeNEHIIEro 0CTE0NOpo3a I nllle-
MUYeCKUX (aBacCKy/IAPHBIX) HEKPO30OB C Pa3BUTHEM
BTOPUYHBIX 0CcTe0apTpo30B. [lopakeHMe KOCTHO-
CYCTaBHOI CHCTEMbBI MOXET IIPOSAB/ATHCS OCTPHIMU
VI XPOHMYECKMMMU 6OMAMM, TATONOIMYeCKUMM Iie-
pelloMaMu ¥ pa3BUTIEM HeOOPaTUMbIX OPTOIIefde-
CKUX Ae(eKTOB, TPeOYIOLINX ONepaTUBHOTO IeYeHU A

OnddepeHymnanbHaa gnarHocTrka
Heo6x0a1MO0 IPOBOJUTD C APYTUMM TM30COMHBIMU
6onesuamu HakonneHusa (6onesub Humanna-Iluka,
60ne3Hb Bonbmana, GM1-raHI/1M031/03, rajlaTocua-
JINE03), a TAK)KE C [PYTVIMU HAC/IeACTBEHHBIMY 60/Te3-
HAMM o6MeHa (I/TMKOTreHO03, TanacceMust, reMoGuIns,
XpOHMYecKas rpaHy/IeMaTo3Has 60/e3Hb) [2].
JleyeHue: 3aMecTHTeNIbHASL epMEHTHAS TepaNs.
Bonesup loue — mepBasi Hac/nefcTBeHHas ¢ep-
MEHTONAaTHUS, I/Is1 KOTOPOI Oblyia pa3paboTaHa Bbl-
coko9ddeKkTUBHAA 3aMeCTUTeNbHAA pepMeHTHaA
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ckoM 11 ¢pusmyeckom passutun. Hepenko ata popma BT
codyeTaeTcs C BpOXK/ICHHBIM MXTI030M. 3ab0/IeBaHMe
pasBuBaerca MeHee 4eM 1: 100000 HOBOPOXK/IEHHDIX.
[Tporpeccupymomas MCUXOMOTOPHAA JieTeHepaIs
3aKaHYMBAETCA CMEPTHI0, KaK IPaBUTIO, CBA3aHHOM
C IBIXATeTbHON HeJJOCTATOYHOCTBIO.

Xpounyeckuit Heiipononatuyeckuii (111 tum). Panee
HasbIBaeMoe 00/Ie3HbIo [ollle I0BeHMTBHOTO THUIIA, Xa-
PaKTepuU3yeTCsA MeJJIEHHO IPOrPecCUPYOIUM IOopa-
>KeHJEeM TOJIOBHOTO MO3Ta, a TaKKe TAXKETBIMI CUM-
IITOMaMJ CO CTOPOHBI IPYTMX OpraHoB. bonesnb sToro
TUIIA TaK)XXe BCTpedaeTcs o4eHb pefko. IIpusHakn
U CUMIITOMBI 607e3Hy Tomre 3-To TuIa pa3BUBAIOTCS
B PaHHEM [IETCTBE U COOTBETCTBYIOT TAKOBBIM /711 1-T0
THIA 3a60/IeBaHNA, 32 CK/TIOYEHMEM IIPU3HAKOB ITOpa-
JKeHM A IIeHTPpaIbHOI HepBHOM cucTteMbl. [ToctaHOBKA
TOYHOTO JIMaTHO3a BO3MO>KHA TOIBKO IIPY MPOrpeccu-
POBaHMYU CMMIITOMOB HelfpOIaTuu, HOATBEPKAeHHBIX
KIVHIYeCKMMU UcCTefoBaHusAMM. [TanyeHTsI ¢ 60/es-
Hpio [ome 3-ro Tuna, [OCTUTIINE COBEPIIEHHONETNA,
MOTYT POXXUTD 60see 30 JieT.

(sHOIpPOTE3MPOBAHMS CYCTAaBOB). /15 ZeTeit u Mo-
JIOABIX B3POC/BIX XapaKTepHO pa3BUTHUe, TaK Ha-
3bIBa€MBIX, KOCTHBIX KPU30B — 5II130/]0B CU/IbHEN-
LNX OCCA/ITUI, CONIPOBOXAALNXCA TNXOPagKOM
U MECTHBIMU OCTPOBOCHAINTE/IbHBIMI CUMIITOMAaMMI
(oTek, MOKpacHeHNe), CUMYIUPYIOWUMI KapTUHY
octeomuenura. PakTopoM pyucKa pasBUTHA KOCTHBIX
KPU30B U TAXEJIOTO MOpa’keHM A KOCTHO-CYCTaBHO
CUCTEMBI AB/IAETCS CITIEH9KTOMU S, IIpeJipacIonarao-
as K pasBUTUIO TMIEPKOAryIALMOHHOTO CMHIPOMA
U MILIEMUYECKOMY ITOPaXKeHUIO KocTell (0CTeOHeKpo-
3bI), IeKAIlleMy B OCHOBE KOCTHBIX KPM30B [4, 10, 13].
IToparkeHye KOCTHO-CYCTaBHOI CUCTEMBI, KaK IIpaBU-
710, SIBISIETCST OCHOBHOJ KJIMHMYECKOI IIPO6/1eMOoi pu
6omesnu Tome I Tuma, onpesenser TsAXKECTh TeUEHNS
3a00/IeBaHMsA U Ka4eCTBO XKM3HM ManeHTos (9, 14].

IMopaxenusa ITHC Habmr0fal0TCA TOMBKO IPY HEli-
poHomaTnyeckux Tunax 6onesnu lomure y rereit (THIIbI
IIm III) m MOTYT BKITIOYATh I7Ia30;BUTATE/IbHYIO allpaK-
CUIO MU CXOfslleecsa KOCOorasne, aTaKCUIo, Hapylle-
HIA YYBCTBUTEIBHOCTY M IPOrPECCUPYIOILYIO IOTEPIO
MHTENNEeKTa [4, 9].

ITopaskeHue TETKMUX BCTpedaeTcs: y 1-2% O0nbHBIX,
NpeNMYIeCTBEHHO, Y TIepeHeCUINX CIIEHIKTOMMUIO,
U NIPOSIBNIAETCA KaK MHTEPCTULIMAIbHOE TIOpakeHne
JIETKUX UJIU NTIOPa>KeHMe JIETOYHBIX COCY/IOB C Pa3BU-
THEeM CUMIITOMOB JIETOYHOI rumepTeHsnu [4, 9].

tepanus 30T [4, 15, 16]. K HacTos1meMy BpeMeHNM
MHUPOBOI ONBIT edeHus 6onesHu lome pexoM6M-
HaHTHOJI ITIIOKOLlepe6pOo3N/ja30il COCTaBIAET OKOMIO
20 71eT U CIIY>KUT «30/I0THIM CTaHZAPTOM» JIEYEHU
maHHOro 3aboneBaHuA. OHAKO BBUAY MaJIOTO YMC/Ia
manueHToB B Mupe a¢dexrusaocts 3OT 6asupyercs
MCKJIIOYMTE/IbHO Ha OLieHKe KIMHIYeCKNX Habone-
HUII, TaK KaK CIlella/IbHbIX PAHJOMU3NPOBAHHBIX
n1ane60-KOHTPONMPYeMbIX MCCTIeOBAHMIT He TPO-
BOZMJIOCH TI0 3TMYECKUM COOOParKEeHNAM.



3KCMEepUMEHTabHaAA U KNMHUYECKan racTposHTeponorna | Ne 194 (10) 2021

B Poccniickoit @enepanun 3OT npefocrapnsaeTca
IanueHTaM ¢ 607e3HbIo0 'ollle B paMKaX rocyapcTBeH-
HOJI IIpOTrpaMMBbl «7 HO30m0rMin» ¢ 2007 T.

OCHOBHBIE IIe/IM IeYeHN S TALMEHTOB C OONIE3HbIO
Tomre BKI0YaoT [5]:

o ycTpaHeHMe 60/IEBOTO CHHAPOMA, HOPMaIU3aL Vs
CaMOYyBCTBUS OOIBHBIX

o perpecc unm ocnadneHue UTOMEHNIECKOTO CUH-
Ipoma

e COKpallleHJe Pa3MepOB Ce/Ie3eHKM U MTeYeHN

o IpefyIpexAeHNe HeOOPATUMOTO IOPaXKeHNUs
KOCTHO-CYCTaBHOJ CUCTEMBbI ¥ )KII3HEHHO Ba>KHBIX
BHYTPEHHUX OPTaHOB (lIeYeHb, /IeTKILe, IIOYKN).

KoHcepBaTuBHOE 1eueHne

PexoMeHAyeTCs HOXXM3HEHHAS] 3aMeCTUTebHA S
depMeHTHaA TepanyuA peKOMOMHAHTHOM ITIOKOLe-
pebposunasoit.

ITokasaHus K HaYaIy 3aMeCTUTENbHOI (hepMeHTHOII
TepaIum:

e JeTCKUII BO3PacT,

o IUTOIEHNS,

o KIMHUYECKME U PAfMONIOrUYecKye IPU3HAKY
HOpakeHMs KOCTell (3a UCKIIYeHNEM JIErKOil
ocTeoneHnu U KonboobpasHoit fedpopmManuy guc-
Ta/lbHBIX OTHENOB GePEHHBIX KOCTel — «KOTObI
Oprenmeitepar),

o 3HAUMTE/NbHAS CIUIEHO- ¥ TeIIaTOMeraIs,

o 3HAYMTeE/IbHAS TeaTOMEraINs y CIVIEHIKTOMUPO-
BaHHBIX NALMEHTOB,

o CHUMIITOMBI TOPa’KEHMsI JIETKUX U APYTUX OPTaHOB.

B P® sapeructpupoBaHo 2 1eKapCTBEHHBIX IIpeIna-
parta peKOMOMHaHTHOIJI I/TIOKOLlepe6po31assl:

e UMUIIIOLEPA3a, CUHTE3UPYETCA K/I€TOYHON! IMHU-
€11, IIOTy YeHHO 13 AMYHUKOB KUTAMICKMX XOMAKOB;

o Bejarolepasa anbda— Ipou3BOAUTCS KIETOYHOI
nunueit HT-1080 ¢pubpobdnacTos yenmoBeka.

Vmurnronepasa 1 Benariwounepasa BBOGATCA BHY-
TPUBEHHO KanenbHO 1 pas B 2 Hetenu. Popma BBIITY-
CKa IaHHBIX JIEKAPCTBEHHBIX IIPENaparoB — (pIaKoHbI
o 400 Ex. ComepsxuMoe Kakgoro drakoHa (MMu-
IIIoliepasa, BeJaryolepasa) pacCTBOPSIOT BOLOI [/

KnnHnueckoe HabnogeHune

bonbHoit b-0B, 36 et (1983 roga poxpaeHus), mo-
crynun 02.02.2019 r. B TepaneBTUYECKOE OTAENEHNE
I'KB Ne 12 (6asoBast k1MHMKA Kadefpbl FOCHUTANb-
HOVI ¥ moNMUKnHM4eckoit repanuyu KITMA - punnana
OI'bOY AII0O PMAHIIO Munsgpasa Poccun) no He-
OTZIOKHBIM ITOKa3aHNAM, Yepes 3 JHA I0oc/Ie Hadyaja
3a60eBaHus.

YKano6s1, anamnesis morbi, anamnesis vitae, status
praesens objectives, nedeHue, JMHAMMKA COCTOAHMA
MalMeHTa, M oKasaTe/au 1a00paTOPHLIX U MHCTPY-
MEHTa/IbHBIX JaHHBIX ObITM IIOJTY Y€HBI CO CTIOB MaTEpPU.

YKamo6s! mpu mocrymnennn Ha: 601 B 1€BOIL HIO-
JIOBVHE >KMBOTA (HauMHas C IEBOTO MOApebephbs [0
rpe6H 1 [IOfiB3JJ0IIHOI KOCTH), 60U B IPYAHOI K/IETKe
ClIeBa CHU3Y, Kallle/b € XXETOI MOKPOTOit (He6obIiIoe
KOJIMYEeCTBO, 10 35 MJI/CYT), 3aTpyAHEHHOE IbIXaHUe
(u3-3a 60m1), 061IYIO CTAGOCTD.

experimental & clinical gastroenterology | N2 194 (10) 2021

MHBEKIUI M aKKYPaTHO IIepeMelIBaloT, He IOIyCKas
o6pasoBaHuUs Iy3bIPbKOB. Bech MPUTOTOBICHHBI
pacTBOp cobUparoT B ofHOM (r1aKoHe ¥ pasBopAT 0,9%
PacTBOPOM XJIOpV/ia HATPHA J/IA BHYTPUBEHHBIX MIH'D-
eKkuit Ko obugero o6vema 150-200 mi. I[Ipenmapar
BBOJUTCS BHYTPUBEHHO KaIleJIbHO B Te4eHue 1-2 Ja-
cos. He cnemyer BBOZUTD Npenapar 0JfHOBPEMEHHO
C ApYTMMU JIEKapCTBEHHBIMU CpeficTBaMu. JledeHne
XapaKTepU3yeTCsA OTIMIHON IIePEHOCUMOCTDBIO U BBI-
COKOJI KIMHMYeCKOT 3¢ PeKTVBHOCTHIO Y IALMEHTOB
¢ 6onesnpio Fome 1 Tyma.

CraproBasi 032 peKOMOMHAHTHOI ITIIOKOLIepe6po-
31Ja3bl ABAETCA IPEAMETOM NUCKYCCUY U B Pa3HBIX
cTpaHax BappupyeT ot 10 o 60 Ex/kr Beca ¢ yacTo-
TOJ BBEJleHUA — KaXKpble 2 Heflenu. [Ipu onpenenennn
TO3BI YYUTBHIBAIOT BO3PACT MAI[MeHTa, XapaKTep U TA-
SKeCTb KTMHNIECKUX IPOSABIEHMI, IPOTHO3 TeUEHN A
60/1e3HY, Ha/IM4YMe OCIO>XKHEHMIT, CONYTCTBYIOLINX
3aboneBauuit. B crpanax, mpegocrapnaomux 3OT
B paMKaX roCyJapCTBEHHOI IPOrpaMMbl 6eCIIaTHO,
CYIIECTBYIOT 9KCIIepTHBIE COBETHI 1o Hoye3nn Torue,
B QYHKIMM KOTOPBIX BXOAUT Ha3HAUEHME U MOHUTO-
punr sdpdexrusHocTr 3PT.

B Poccuiickoit @emepariuu y B3pOoCibix 60IbHBIX
C TSDKeBIMU NposiBIeHnsAMY 60mesnu Toure I Tuma
Hava/ibHaA 032 MMUIIIONepasbl/Be/aronepashbl co-
cranser 30 Ex Ha Kr Beca Tela, B BUfie BHYTPUBEHHOM
KaIe/lbHOI MHPY3Mu 2 pasa B MeCAI.

B oTAenpHbIX cay4asx (TAXeIblil 0CTEONopo3 ¢ Mo-
BTOPHBIMU [TATOJIOTMYECKUMIL [IEPETIOMAMI TPYOUaThIX
KOCTell; Topa’keHNe JIETKUX C PasBUTUEM JIETOYHOI
TUIIePTEH3UY VI IelaTOIy/IbMOHAPHOTO CHHPOMA)
1033 PeKOMOMHAHTHOI ITTIOKOLepeOpo31Iasbl MOXKET
noBbImaTbca 1o 60 Exn/kr Ha ogHO BBemeHMe, OfHa-
KO pellleHye 06 3TOM IpUHUMAaeT DKCIEPTHBIN COBET,
cospannbii 01.04.2009 npu noggep>xke Munnucrepcrsa
3npaBooxpanenus Poccuiickoit Pepgepannnu. Ilocne
HOCTIDKEHUS Lierielt Ie4eH s Y B3POCTIBIX O0/IbHBIX J03a
3®T mocTreneHHO CHMYKAETCA [JO HOJlep>KUBaIOILei —
7,5-15 En/xr 1-2 pasa B Mecs (I0)X13HEHHO). Pexxnm
HOJ/iepXKMBAIOLIell TePaIvM — B CTauy pa3paboTKu.

IIpu 60me3uu Fome II Tuma 30T He pekoMeHayeTCS,
MIOCKOJIbKY ITpenapar He IPOHMKAET Yepes TeMaTO9H-
nedanmmyecknit 6apbep [15].

Anamnesis morbi. CuntaeT ce6s1 60/IbHBIM B Te-
yeHMe Mecsna. 3abosen octpo 9 sHBapsa 2019 .
IMosiBuNCH 601U B 7IeBOJI IIOJIOBUHE TPYHO KJIeT-
KM, c1a60CTDb U MOBBIIIEHNE TEMIIEPATYPBI Tea 0
39°C.10.01.2019 r. ITo HEOTIO>KHBIM NOKa3aHMAM I10-
CTyIM/I Ha cTanuoHapHoe nedenue B I'Kb Ne 12 ¢ nua-
THO30M BHEOOIbHIYHA 1 IEBOCTOPOHH 51 THEBMOHIL,
OCJI0)KHeHHas II/IeBpUTOM. Bblnican Ha aMOyTaTopHOe
nedenue 25.01.2019 r. B Teuenne 5 fHeit NpUHKUMAT
neBo¢okcanuH 500 Mr X 2 pasa B ieHb U aMOpOK-
con 30 Mr X 2 pasa B fieHb. TeMIepaTypa CHU3UMTACD
mo 37,5°C. C 01.02.2019 r. cocTOAHME YXY[IIUTOCh.
BHoBb nopHAMach TeMneparypa fo 39°C, ycunmncs
Kallesb (6e3 yBenMueHNs KONMMYeCTBa BbIesAeMOoNt
MOKPOTBI), 1 TOSABUINCE 6O/ B JIEBOJI IIOJIOBMHE XKV~
BoTa. bbyla BhI3BaHA CKOpasA MeAUIIMHCKAS IIOMOIIb,
1 60/IBHOI ObIT TOCTAB/IEH B TOPOJICKY 0 K/IMHIYECKYI0
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MNoka3aTenb 02.02.2019. 05.02.2019r. 06.02.19. Hopma
Jletikouutsl xX10°/1 12,35 11,40 13,08 6-8
Spurponutsr X104/ 3,28 2,06 2,25 2,25
Temorno6uH r/n 86 54 60 132-164
CO3 mm/yac 23 20 32 2-15
ITanoukosapgepunie% 2 4 8 1-6
CermeHTOsAREpHBIEY% 78 81 82 45-70
JTumdonnTei% 16 13 8 18-35
MouonuTb % 4 2 2 2-9
Tpomb6oruter Xx10A9/7. 81 158 190 180-320
Moka3aTenb 02.02.2019 05.02.2019 06.02.2019 09.02.2019 HOpMa
Bunupyus (MKMosb/) 15,1 16,4 18,5 15,3 8-20
npsaMoit (MKMOJIb/T) 4,7

npsimMoit (MKMOJIB/T) 10,4

Amwunasa kposu (e]l/m) 30 36 42 37 <90
AJIT (ell/m) 59 67 64 42 <40
ACT (e[l/m) 120 128 132 58 <40
LTTII (e]l/n) 60 74 67 48 <50
D (e[/n) 189 202 222 124 <120
IITH (%) 71 70 73 76 80-100
OubpunoreH (r/m) 2,8 2,2 2,6 2,6 2-4
JKene3o xpoBu (MKMOJIB/T) 7,7 8,1 8,6 8,2 12-32

6onmpHMIy Ne 12. OCMOTpEH XMPYProM, JaHHBIX 32
OCTPYIO XMPYPIUYECKYI0 IATO/IOTMIO He BhlABIeHO. Ha
peHTreHorpaMme opraHos rpyanoit knetkn (OI'K) -
MHQUIbTpaLMs TETOYHOI TKaH!U B HIDKHEI JoJe Jie-
BOTO JIETKOTO.

Anamnesis vitae. He xenar. He pa6oTtaer. B ce-
Mmbe opuH. OTy 61 rOf, MaTepu 58 JeT, SKUBBI U 3710-
PpoBBI (popuTeNM pa3Bennch, KOra NaleHTy OblIOo
4 ropa). AnnepronornyecKui aHaMHe3 1 IeKapCTBeH-
HasA HeIlepeHOCHMOCTD: Ha XJIOp B BU/Ji€ 3Y/ia KOXKI.
VIH}eKIMOHHBII TeIIaTUT, BeHepydeckye 3abonesa-
Hus, Ty6epKynes orpunaet. lemorpancdysnii He 6b110.
HacnencrBenHocTh He oTATOmleHa. Ilepenecennble
3a00/IeBaHMsL: CTOUT Ha ydeTe y Icuxmarpa ¢ 1986 r.
JnutenbHOE BpeMs CTaBU/IN IIOPaykeHVe ITeYeH ! (BHa-
Jajie FellaTUT, 3aTeM LMPPO3 MeUeH!, KPUITOT€HHBIIT),
HasHayYa/IM relaTonpoTeKTopsl (6e3 sBHOTO addekra).
BpepHble TpMBBIYKY OTpHUIAeT. B apMuy He CTy>Xut
(MHBanmUp 2 rPYIIIBI IO ICUXNYECKOMY 3200/IEBAaHIIO).

Status praesens objectives. Poct 160 cm, Bec 52 Kr.,
VIMT = 20,3 kr/m>. CocTosiHUe CpefjHel TSKeCTH, CO-
3HaHMe sAicHoe. Ha Bonmpockl oTBedaeT He cpasy, He-
CKOJIDKO 3aTOPMOJKEHO, He BCErfia afleKBaTHO, BBULLY
YMCTBEHHOJI OTCTaIOCTH.

Ko>kHble TOKPOBBI ¥ BUMMbIE CIU3UCTDbIE 000/104-
xu 61egHOI okpacku. [lepudepuueckne mumparnde-
CKUe Y3/Ibl He yBe/lIM4YeHbl, OTEKOB HeT. TeMmepaTypa
tena 39,1°C.

KocTHo-MblIeyHas cucTeMa: KIuQockonmos.

Cucrema OpraHOB IBIXaHUA: CTIeBa CHU3Y ITEPKYTOP-
HBIT 3BYK HaJl TeTOYHBIMM IIO/IAMM YKOPOUeHHBII. Tam
)K€ ayCKy/IbTaTMBHO MEJIKOIy3blp4aThblie Xpubl, Y1111
20 B MuH. Sp0O,-98% (Hopma, mpyu mHeBMOHUM SpO2
6bI/1a 6bI CHUKEHA).

CeppeuHo-cocyayucTas CUCTeMa: Ha BIAJ, He M3MeHe-
Ha. OTHOCUTe/NbHASA IPAaHNUIIA CEPAILIa HECKOTBKO YBeN-
4yeHa BJieBO Ha 0,5 CM OT 71eBOJI CPEAMHHO-K/IIOYNYHO

nuHuy. TOHBI cepAlla MPUTTYLIEHBI, PUTMUYHBIE.
Iynbc u YCC 126 ynapoB B MUH., Y[IOBI€TBOPUTENb-
Horo HanojHeHus, Al 110/60 MM pT.cT.

CucTeMa OpraHOB IIMILEBAPEHNUA: TEJIO sI3bIKa 06710~
*KeHo OeecoBaThIM HaseToM. JKMBOT pe3ko yBenunieHn
B 0ObeMe 3a CYET BBIPa)KEHHOI TelaTo-CIIEHOMETaInu
(puc. 1 Ha ysemmnoti éxneiixe 6 xypran). Ilpu manbna-
1y 60/1e3HEHHBIN B 7IEBOI IIO/IOBMHE >KUBOTA. [TleueHb
no M.T. Kypnosy 20x25 cMm, pasMepsl /1eBOJI JONK He-
BO3MO>KHO OIIPeJIe/TNTD 113-3a YBETMYEHHOI Cee3EHK.
CeneseHKa - HYKHMIT Kpail HuoKe ypoBHsA mynka. Cryn
OZIVH pas3 B [ieHb, 63 MaTONMOIMYeCKNX M3MEHEHMIL.

Cucrema opraHOB MOYeBbI/ieNIeHNsT: 6e3 0COOeHHO-
creit, cumnrom @. V1. [TacTepHALIKOTO OTPUIIATENbHBIN
¢ obenx ctopoH. Mouencmyckanue 6e36oe3HeHHOe,
AMype3 B HOpMe.

ITanyeHTy 6bLIN IPOBEIeHBI TA0OPAaTOPHBIE Me-
Tonbl uccnegoBanus (06uiuit ananns kposu (OAK)
" OGMOXMMUYECKUI aHanu3 Kposu) (mabauya 1, 2),
MHCTPYMEHTAaIbHbIe METOABI UCCIIEOBAHMIT (3/IeK-
tpokappuorpadus (OKTI) (puc. 2), sxokapanorpadus
(9%0KT'), peHTreHorpadus 1 My/IbTUCIVPaIbHAS KOM-
nplorepHas romorpadus (MC KT) opranos rpypgHoit
KJIETKM ¥ OPIOLIHO TOTIOCTH).

V3W opranos 6promHoit nonoctu (OBII) ot
02.02.191.: ITeuenn: mpaBas fons 148 mm (N o 140mm),
nepas pgonA 76 MM(N 1o 70MM), BBICTYIIA€T U3-II0],
Kpas pebepHolt fyru Ha +4 cM. KOHTYpBI poBHBIe.
OXOreHHOCTb YMEPEHHO IIOBbILIeHa. DXOCTPYKTypa
omHOponHasA. JKemTuHbIit My3bIphb: pasMepsl 74X23 MM.
CreHky HopManbHble. COmepX1MOe TOMOTeHHOe.
Xonenox 5 M. [lomxenyounas xxenesa: He BUSYa/IU3N-
pyerTcs, lepeKphITa CeNle3eHKON 1 TedeHblo. BoporHas
BeHa 11 MM. CeleseHKa: yBe/nueHa, pasmep 184x97mMm
(N o 110x50x50mMm). KonTypbl HepoBHble. CTPYKTypa
nudoysHo HeogHOpoaHasA. CBOOOHAA KUIKOCTD:
BBISIBJIEHA B MajioM Ta3y, He6OJIbIIOe KOMMIECTBO.

Ta6mumna 1.
OO6uuit aHanu3 KpoBU

Ta6bnumna 2.
Buoxumuyecknit ananus
KpPOBI
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Y3U renatobunuapHoit cuctemsr oT 06.02.19 r.:
Cenese”Hounas BeHa 16 mM. CeneseHka: Pasmepnr:
232x108 MM (N mo 120x60 mm). KoHTypsI poBHBIE.
CTpyKTypa HEOHOPOAHAS 33 CYET M30TUTIO3XOTeHHBIX
obpasoBaHMil 0 74x84 MM C HEPOBHBIMM KOHTYpaMM,
HEOZHOPOAHOI CTPYKTYpbl. CBOOOFHAS XKIAKOCTH He
BbIAABJIEHA.

Y3WU nnespanbHoit monoctu ot 02.02.19 r.:
B meBpanbHOI MOJIOCTY CIIPaBa CBOOOHON XXIUA-
KOCTb He ompefieniAeTcs. B mneBpanbHOM MOMOCTN
creBa cCBOOOHAS XKMIKOCTD: OIpefie/IAeTCsA B KOCTHO-
AvadparManbHOM CHHYCE B BIJie IOTOCKIL.

Y3 noyek ot 06.02.19 r.: [IpaBas mouka: 85x40 MM.
Tonmuna napenxumsl 12 mMm. KoHTypbI yeTkue.
Pacnionoxxenne He nsmMeneHo. IlogBIKHOCTD cCOXpaHe-
Ha. YJIC He pacmmpeHa. [mmepaxoreHHbIe CTPYKTYPHI:
HeT. JleBas mouka: 96x42 mm. TonmmHa mapeHXMBI
13 mm. KonTypsr ueTkue. Pacionoxenne He nsmene-
Ho. [TogBuxHOCTL coxpanena. YJIC He pacmimpena.
I'nepaxoreHHble CTPYKTYPBI: HET.

I30¢aroracrpopyonenockorys 02.02.19 r.: ITuieBop;:
CBOOOZIHO MPOXOAVIM Ha BCEM TIPOTSHKEHNY, CTIM3UCTAS
0007104Ka HOpMaJIbHasA, KapAUaTbHbI/ )KOM CMbIKAEeTCA
nonHocTbio. JKenmynok: cogepsxumoe cnusb. Crusucras
yMepeHHO runepemuposaHa. CKIagkyu B aHTpanib-
HOM OTJefie He yTonueHbl. [IpuBpaTHuK: TpoxoaumM.
JlykoBuua fiBeHaALIATUIIEPCTHONM KUIIKN: CIU3UCTAA
PO30Basd, B IPOCBETE JKeNTas Keldb. DHJOCKOMITYECKoe
3aK/TII0UeHMe: TOBEPXHOCTHBIN TacTPUT.

PenTrenorpaMma rpygHoii KI€TKM IaLIMEHTA B IIP-
Moii npoekunu (puc. 3-4): mogvem guadparmbl crea

O6cyxpeHue

YuuTsiBas xano0bl 1 faHHbIE 00bEKTIBHOTO CTATyCa,
6511 TpoBefieH auddepeHanbHblii A1arHo3 60meBo-
TO CMHJpOMa B JICBOJI IIOIOBMHE Te/la C TAKMMM I1aTO-
JIOTMYeCKVMM COCTOSHUAMMY, KaK OCTPBIit MHapKT
muokxapga (OVIM), 0CTeOXOHAPO3 TPYHLHOTO U MO-
SICHMYHOTO OTJ€/IOB MIO3BOHOYHMKA, MeXpebepHas
HeBpaJITKs, OIOACHIBAIOINII MLl (reprec 30CTep),
mapassodareabHasi IpblKa IMIIEBOTHOTO OTBEPCTHUA
nua¢parmsl (TTION).

s kaptuasl OVIM He Ob1710 XapaKTepHBIX 5Kanoo,
JoKanu3anus 6011 He COOTBETCTBOBAJIA JAHHOMY
3a060/IeBaHNIO, IIPYU Hell He ObIBaeT TeMIIepaTyphl 10
39°C. Ha 9KI, cuenaHHOl B IPUEMHOM IIOKOE, KpOMe
CHHYCOBOJI TAXMKAPAIY, COOTBETCTBYIOIEIl BHICOKOI
TeMIIepaType Tela, IaTOMOTUY BBIAB/ICHO He ObITIO.

OCTeOXOH/IPO3 I'PYIHOTO ¥ IOSACHUYHOTO OTHEJIOB
II0O3BOHOYHMKA ¥ MeXXpebepHas HeBPa/ITKs TaKXKe
ObIIV MCKITIOUEHBI U3-3a OTCYTCTBMSA XapaKTePHOI
KJIVHUKIA U CYMITOMATUKIL.

OmnoscriBatomuit MuiIait (repiec 3ocTep), 3aboeBa-
HIe BUPYCHOTO IIPOMCXOXKAEHNUSA U3 CeMeliCTBa repIiec
BUpYyCa, Hopa)kalolllee IIeHTPAIbHYIO U Nepudepude-
CKYI0 HEpBHbIE CUCTEMBI, a TAKXKe KOXY Y C/IM3UCThIE
060710YKY, OBI/T OTBEPTHYT B CBA3M C OTCYTCTBUEM
MIOPa>KeHM A KOXKIL.

ITapassodareansras [TIO]] MoxeT KaBaTb 60/I€BOI
CHHJIPOM B JIeBOIT IIOJIOBMHE I'pyAHOIT KneTku. Ho, ee
JoKanusauys 6omee XxapakTepHa 3a IpyAMHON (Kak
npu creHoKappuy). Jale faHHOE COCTOSHNE BO3HN-
KaeT IocCyIe efbl ¥ Gpu3nuecKkoil HarpysKe, 0COOEHHO
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CIIOBOPOTOM CEp/i1ia B/IEBO, ¥ O//Ja B BaHIEM JIEBOTO
JIETKOTO.

YuuTbIBas BCE BBILIE M3TI0KEHHOE, ObIT BLICTABIICH
muarsos: 6omesnp lome 1 Tumna (mcuxmyeckas Hefo-
PasBUTOCTb, TeNIaTOCIIEHOMETa/IN A, aHeMI A, TPOMO0-
LUTOIEHNA). YTPO3a paspblBa CeIe3eHKN.

[TauueHT GBI MPOKOHCYIBTUPOBAH XUPYPTraMu
U IlepeBeJieH B XMPyprudeckoe oTAeneHue s ome-
PaTMBHOTO BMeIIaTeIbCTBA. IlalyieHT 6bLI IIpooIe-
pUpOBaH.

I'mcTomornsa cene3€HKM BBIABUIA XapaKTepHbIE U3-
MeHeHust pu 6o0mesuu lomte (puc. 5).

ITanueHT 6B IPOKOHCYIBTUPOBAH C mpodec-
copoM Kadeapsl rocnuTanbHoi neguarpun KI'MY,
Bonrunoi C. 4., crienimanncToM no 601e3HsM HaKo-
wieHus. [IpefBapuTeIbHO [UATHO3 OB IOATBEPXK/IEH.
BbIT HaMe4YeH IJIaH JOIOTHUTE/IbHOTO 1ab0paTOpHO-
TO MCCNIeJOBAHNA JiIA AMArHOCTUKM Oone3Hn lomue,
a IMEHHO:

1. Omnpepenenne akTUBHOCTY GeTa-ITTIOKOL[epebpO3u-
Ia3bl — aKTUBHOCTb pepMeHTa npu 6onesuu lome
CHIKEHa.

2. Onpepenenye aKTMBHOCTY XUTOTPUO3UAA3DI — AK-
TUBHOCTD pepmenTa npu 60me3uu loure moBbI-
LeHa.

3. CexBeHMpPOBaHNE 9K30HOB U IPUIK30HHbIX y4YacT-
koB nHTpoHOB rea GBA (JHK-guarnocruka).

JInarHo3 ObUI IOATBEPKAEH CHVUKEHUEM aKTUBHO-
CTM IIIOKOLIepeOpOo3naassl, MyTalueil Ha IINHHOM
1e4e XxpomocoMmsl 1 (peruon 1g21q31).

B HaK/IOHHOM /I TOPM3OHTATbHOM MOTIOKEHMU. ITO
CIIOCOOCTBYET 3aXO0/ly OPraHOB IPYAHOI IIONOCTH (Yallie
JKeMyAKa MM KMIIeYHNKA) B CPeJOCTeHNUE, MEXAY
HOXXKaMM adparmsl, ¥ UX ylieMIeHo. bonb MoxkeT
HOCHTD IIepUOAMIECKNI XapaKTep, KOT/a yIeM/IeH-
HBII1 OPT'aH BO3BpalljaeTcsA B OPIOLIHYIO TONOCTD ¥ 60Tb
npoxonut. JIn6o 6piBaeT MOCTOSAHHOIO XapakTepa
¥ OOBIYHO 3aKAHUMBAETCS KAPTIMHOI 60/IEBOTO IIOKa.
JJaHHOE COCTOsIHME MOXKET COIPOBOXK/ATHCSA PBOTOM.

Ha 9KI nHorpma nosaBisAeTcs KapTUHA YXYHIIEeHUA
MIMTaHNA JIEBOTO XKENYJO4YKa, YTO MHOTAA TPpeOyIoT
nposefeHus auddepeHIaTbHOrO A1arHosa ¢ MHTpa-
MypanbHbIM UHGApKTOM MUOKapaia. B Takux cryyasax
npepnaraoT cHuMath OKI' He TONbKO B TOPM30HTANIb-
HOM IIOJIOXKEH!M OOIbHOTO, HO U B IIOJIOXKEHUU CTOSL.
Ina I'TIOJI xapakTepHa HOpManu3aluyA MIN 3HAYM-
tenbHOe ynyuiieHue DK B monoxxeHnn 601bHOTO
CTOS TI0O CPAaBHEHMNIO C 3aINCDI0O B TOPM3OHTATbHOM
nonoxeHun. IIpu sToM yMeHbIIaeTcsa aMIIUTY/
OTPUIIATENbHBIX 3y6110B T MM OHM CTAHOBATCA IIO-
JIOKUTETbHBIMU.

JI1arH03 MOXKeT OATBEPIANTD PEHTIeHOT padus UIn
KT rpynHoit 1 GpIOLIHOI TOTIOCTH.

KacarenpHO 1€BOCTOpPOHHE!, HU>KHEH0/IEBOTI ITHEB-
MoHUN. [IpeonoXuTh JaHHbI JUATHO3 GO MOXK-
HO, T.K. Y IIaI[/ieHTa IOSBU/Iach 60JIb B I€BOI IIOIOBH-
He IPYJHOM KJIEeTKY, KallleJIb CO CKYJHOM MOKPOTOM
U IOBBILIeHNe TeMIepaTypbl Tena fo 39°C. Ho, ay-
CKY/TbTaTVBHO BBICTY IV BA/INCh BIa>KHbIE XPUIIBL, A HE
«xpenuranya». Cyns o 601eBOMy CMHAPOMY, Ha4aIo



TOJI)KHO OBITIO OBITH CBSI3aHO C CYXUM IITIEBPUTOM
C TOCNIeyIOIM Pa3BUTIEM T€BOCTOPOHHEN ITHEB-
MOHVM B HYKHEI! Jjo71e 1eBOT0 sierkoro. OHaKo «1IyMm
TPeHNs IUIEBPbl» He Habmofancs, a 60/1b IpofoKa-
Jach JINTENbHOE BPeMs JJO MOMEHTa IOCTYTICHN A
B TOPOACKYIO0 KIMHNYIECKYI0 60ompHMIfy Ne 12. 3atem
OHa ITepeMeCcTUNIACh B OPIOLIHYIO IOIOCTb.

Ha sTane o6cenoBaHMsA MaliMeHTa pe3Ko 6pocanoch
B I71a3a HU3KMI POCT MaIjMeHTa, M3MeHeH)e KOCTHO-
CyCTaBHOI cucTeMbl (KM(POCKONNO03), U «OTPOMHBI
>KMBOT», OOYCIIOB/ICHHDIN He acIUTOM (4TO ObIBaeT
XapaKTepHO A LMPpO3a NeYeH!, YTO IpefIoara-
JIOCh paHee), a remaToCIIeHOMeranueit. Bosuukio
HPEZIIoNIOKEeHNe, YTO CUMIITOMATIKA B JIEBOI II0/I0-
BUHe I'PYIHOI KJIeTKY (60/IeBOI CMHIPOM, ayCKYIIbTa-
TUBHbIE HAXO[[K11) 00YCTIOBIEHBI OOJIBIION Ce/Ie3€HKOIA,
HOJKMMAIOILel JIeBOe JIETKOE 1, BBI3bIBalOLIee I3MEeHe-
HI€e B HVDKHEN [J0JIe IEBOTO /1erkoro. bosp B GproIHoi
HOJIOCTY Y BBICOKA Sl TeMIIepaTypa Tela, I10-BUMOMY,
HOSABM/INCDH U3-32 YBE/IMYEHN A Ce/Ie3eHK, U MOsABIIe-
HIA B Hell 09aroB HEKPO3a 11 BOCIIAIeHM .

ITanmeHTy OBIIM IPOBELEHDI Ta0OPaTOPHBIE UC-
cnepgoanHuA. B OAK B guHaMuKke MBI yBU/IENH TO-
CTelleHHOe CHIVD KEeHVe KONMNYeCTBa SPUTPOLNUTOB,
reMOITIOOVHA U HapacTaHMe JIeKOLMTO3a, CABUTA
dbopmynsl kpoBu BreBo. T.e., HapacTaHUe aHEMUU
U BOCIIa/lIeHNA. B 6MOXMMMYeCKOM aHanN3e KpOBU
ObIT yBeTMYeH ypOBeHb Ienounoit ¢pocdarassl, AJIT
uB 2,5-3 paza HopMmbl ACT. Koappuuuent le-Putuca
ot 1,510 2,5. HesnaunrenpHo ysenuyeH yposenb LD
u I'TTII. Yyt cumxen IITU. OTu nanusle, paHee,
MO3BOJIVIY BpadaM IO YMaThb O IIMpPpO3e MeYeHM.
OpHako 6unupy6uH Bcerga OblI B Ipefienax HOPMBI,
YTO He XapaKTePHO AJIA LM ppo3a nedeHn. [1py HEM OH
Yalle BCero IOBBIIIEH.

Ananus gaHHbIX Y3V renato6uanapHoil CUCTEMbL
HOKa3bIBaeT Ha 3HAYNTEIbHYIO I'eIaTOCIIEHOMETa IO,
OpHako OHa He XapaKTepHa /I [MPpo3a HeYeH M, T.K.
He yBe/INMYeH IMaMeTp Celle3eHOYHOJ BeHbI, KpaljiHe

3aKknwyeHue

IIpencTaBneHHbI KIMHUYECKUI CIIy4dail JeMOHCTPHU-
PYyeT 0COOEHHOCTY TeUEHV PEKOIi HacIeCTBEHHOM
6071e3HY, OTHOCAILEICSA K TM30COMAJIBHBIM 00JIe3HAM
HaKoIUTeHus — 60e3uu Tomre. B JaHHOM KIMHUYECKOM
crrydae obparaeT Ha ce6s1 BHUMAaHIe MOIOZOI BO3PACT
MALIMEHTA, eT0 ICUXNYECKOe HE0PA3BUTIE, TIOPasKeHe
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