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CUHAPOM CT'YIIEHUSA ’KEJTYH - ITPOCTO JIX CUHAPOM
NJIN OJHO U3 IMPOSABJIEHUU I'PO3HOI'O 3ABOJIEBAHUSA

Amanobexona /K.E., AkmaJjioB A.P.
Kapaeanounckuil cocydapcmeernnviti meouyunckuil ynusepcumem, e.Kapaeanoa,
e-mail: beetlejuice2395@mail.ru

IIpencrapien KIMHUUECKUH Cilydail U3 MPaKTUKU JETCKOM MyabMoHonornu. Hammune y manueHTa quarsosa
«BpoHXMOMUTY), a TaKKe CHHAPOMOB CIYLICHUS XKETYM U MalbaOCOPOLUH, MPUBEIHN JUATHOCTHYECKUI MOUCK 32
npeznensl OpoHXoNeroYHoi maronoruy. JlanHas paboTa sIBIsIeTCs] OKAa3aTebHOI, HACKOIBKO HAIl OPraHu3M - Iie-
JIOCTHBIA MEXaHH3M, B KOTOPOM OJIMH CHHJIPOM MOXKET OBITh IIPUYMHOMN Pa3IndHbIX 3a00seBaHmii. PaboTa mocesiie-
HA aKTyaJbHBIM BOIIPOCAM OJTHOTO M3 HauboJiee YacThIX HACIIEACTBEHHBIX 3a001eBaHuil y fereil. Kakoe n3amenenue
HIEUYCHH U YKSITYHOTO ITy3bIPsi CBOMCTBEHHO PEOCHKY ¢ YMEPEHHON KUIIEYHOH CUMITOMATUKON U IPEUMYIIIECTBEHHO
JIeroyHoit opmoii 3aboneBanus. [TokazaHa 1e1ecoo0pa3HOCTh NPOBEICHNUS TallbHEHIIero 00CIeI0BaHUS U TT0CTa-
HOBKHM JIMarto3a. Tak ’e Mbl pacCMaTpUBAEM HKEJI4b HE IPOCTO KaK MPOIAYKT ACATEIbHOCTH TeaTOLUTOB, Y4aCTBY-
IOIIMH B MUILEBAPUTEIBHON LIEMIOUKE, HO U KaK OAKTEPULIMHBIN IPOTYKT.

Ki1roueBble cj10Ba: CHHAPOM CryHIeHHUsI JKeT4H, MYKOBHCIH/103, KHCTO3HbIH ¢puOpo3, 6pOHXHOINT, JeTH.

THE SYNDROME OF BILE THICKENING IS SIMPLY A SYNDROME
OR ONE OF THE MANIFESTATIONS OF A TERRIBLE DISEASE

Amanbekova Zh.E., Akshalov A.R.

Karaganda state medical university, Karaganda, e-mail: beetlejuice2395@mail.ru

Aclinical case from the practice of pediatric pulmonology is presented. The patient’s diagnosis of «Bronchiolitisy,
as well as bile and malabsorption thickening syndrome, led a diagnostic search beyond the bronchopulmonary
pathology. This work is indicative of how much our body is a holistic mechanism in which one syndrome can be
the cause of various diseases. The work is devoted to topical issues of one of the most common hereditary diseases
in children. What changes in the liver and gall bladder are typical of a child with moderate intestinal symptoms and
predominantly pulmonary disease. The expediency of further examination and diagnosis is shown. We also consider
bile not just as a product of hepatocyte activity, involved in the digestive chain, but also as a bactericidal product.

Keywords: syndrome of bile thickening, mucoviscidosis, cystic fibrosis, bronchiolitis, children.

Cunpapowm cryuienus sxemruu (CCX) — ato
CHH/IPOM, DPa3BUBAIOIIMICS KaK OCIIOKHEHHE
TeMOJIMTHYECKON 0O0JIe3HH HOBOPOXKICHHBIX.
[Ipu 3TOM HapacTaHHe UHTEHCHBHOCTH JKEJITY-
XM OTMEUYAETCs C KOHIA TMEePBON HEJCNH JKU3-
HU, COMPOBOXKACTCS YBEIMUYCHUEM Pa3MEPOB
MEYCHH, HHOT/IA 3HAYUTEIbHBIM, U YaCTHUHBIM
oOecrBeunBanuem cryina. [1, 2]

XKemdab — 3TO MPOAYKT NESTEIBHOCTH Te-
naroruToB. JKEnras, KOpuUYHEBas WM 3eje-
HOBarasi, TOpbKasi Ha BKyC, MMEOIIas CIiell-
npudecKni 3amnax, HakaruBaeMas B KETIHOM
Iy3bIPE KUIKOCTD. [2]

JKeub BBITIONHACT CHCAYIONINE QYHKIHH:

— DMYJIBIUPOBAaHHE JKHPOB, TO €CTh pac-
HICTUICHUE UX JI0 MAJICHIIINX COCTABIISIOIINX;

— CIOCOOHOCTh PACTBOPATH MPOAYKTHI JIH-
IHUJHOTO THIPOJIM3a, TEM CaMbIM YIydIlas X
BCAaChIBaHWE M TPAHCHOPMAIUIO B KOHEUHBIC
MPOIYKTHI 0OMEHA BEILECTB;

— peryiupyoiee, Tak Kak >KUIAKOCTb OT-
BEUAeT HE TOJBKO 3a Mporece GOPMHUPOBAHHUS
JKEJTYH U €€ BBIJICIICHNUS, HO M 32 MOTOPHUKY;

— JKeJTYb OTBEYACT 3a CEKPETOPHYIO (QYHK-
LU0 TOHKOTO KHIICYHHWKA, TO €CTh 3a BO3-
MOYKHOCTb BbIPa0aThIBaTh MUIIEBAPUTEIILHBIC
COKH;

— WHAKTUBAIUS TIENICMHA M HEeWTpayn3a-
LM KUCJIOTHBIX KOMIIOHCHTOB JKEIYII0OYHOIO
COZIEPIKUMOTO, KOTOPOE TMOCTYIAeT B MOJIOCTh
JBEHAIIIATUIIEPCTHON KUK, TEM CaMBIM OCY-
IIECTBIISETCS 3alUTHAS (QYHKIHS KUIIEYHUKA
OT Pa3BUTHS DPO3UHU U U3bS3BICHUS;

— 0aKTepHuOCTaTUYECKUE CBOMCTBA, 3a CYET
Yero MPOUCXOUT YIHETCHUE U PACIpOCTpaHe-
HUE B IMHUIICBAPUTEIILHOW CUCTEME OOJIe3HET-
BOPHBIX MUKPOOPTaHU3MOB;

— CMEHSET KeJyJI0YHOE IHUINECBAPCHUE Ha
KHIIIEYHOE MTyTeM OTPaHWYEeHHUS AeUCTBHUS TIeTI-
CHMHAa W CO3JIaHUs HamOojee OIarompUsTHBIX
YCIIOBUH JIJIs1 aKTHBHOCTH (DEPMEHTOB ITOJIKE-
JIYJIOYHOTO COKa, 0COOCHHO JUMa3bl. 3]

[MompoOuee ocraHoBUMCS Ha miecToM (6)
nyHkTe. M3yuyas MHKpOQIIOpY KHIICUHHUKA:
MbI 3Ha€M, YTO KHIIICUYHBIE MUKPOOPTraHU3MBbI,
cunre3upytomue ButaMunbl K, E 1 BUTaMuHbI
rpynmsl B (B6, B12) monasmnsttorest mpu pocrte
MATOJIOTUYECKUX MHUKpPOOPTaHU3MOB. To ecTh
MMEEeT MECTO Pa3BUTHE THUJIOCTHBIX IPOIIEC-
COB, UYTO BJeYeT 3a co0O0W 00Ilee CHUKEHUE
MMMYHHOTO ITPOTUBOCTOSIHHS.

CnenoBarensHo CCXK, otcyrcTBHE WM
MaJjioe MOCTYIUICHUS JKETYHU B TIPOCBET TOHKOIO
KHILICUHUKA - BEJCT K YMCHBIICHUIO OaKTepH-
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LUIHBIX CBOWCTB IMHUIIEBAPUTEIHHBIX COKOB U
AKTHBHOMY POCTY, Pa3BUTHUIO M (DYHKIHH TaTO-
JIOTHYECKOH MUKPOQIIOPHI.

Kpome Toro, cMHAPOM CryIIEHUS KEITUU
(CCX) MOXeT SABIATHCS OTHUM W3 HAU0O-
jee paHHUX KIMHUYECKUX MPOSIBICHUN MY-
KOBHCIIH103a.

Krnaccuueckyto «aMarHOCTHYECKYIO Tpua-
JIy» TP MYKOBHUCIIM/IZI03€ COCTABIISIOT:

- TTOJIOKUTEILHBIN TIOTOBBIN TECT (YPOBEHb
XJIOpUIOB 1oTa Oonee 60 MIKB/I);

- JITOYHBIN CHHJIPOM;

- KAILIEYHBIN CUHAPOM.

[Ipu 3TOM 1OCTATOUHO COYETAHMs JIIOOBIX
JBYX U3 3THX TPEX MPU3HAKOB JJIs1 IOCTAHOBKHU
JIMarHo3a MyKOBUCIU03a. [4]

KnuHnueckuM MpOsIBIEHUEM CIYXKHUT DK-
30KpUHHAsT HEAOCTATOUYHOCTh, KOTOpas UMeeT
MECTO y OONBIIMHCTBA OOJBHHBIX MYKOBHC-
LUI030M U MPOSIBISETCS B HApyLICHUU ac-
CUMWJISILIMU JKHUPA, CTEaTOpee M OTCTaBaHUH
B (usnyeckoM pazButud. Hapymenue ctyna
BCTPEUAETCs yKE C MEPBBIX AHEH )KU3HU Y 47%
OOJILHBIX MYKOBHCLUI030M, a K roxy —y 76%.
VY manueHToB, HE MOIyYarollliX COOTBETCTBY-
OIIEeTOo JIEYeHHUs, XapaKTepeH BTOPUYHBIN Jie-
(UIHT )KUPOPACTBOPUMBIX BUTAMUHOB — A, E,
DuKk.[5]

Bponxoserounsie M3MEHEHUs] AOMHMHUPY-
10T B KIMHUYECKON KapTHHE MYKOBHCLHIO03a,
orpeness mporHo3 3adonesanus y 95% 06oib-
HBIX. B TeueHue nepBoro ropa KU3HU MOSBIIA-
J0TCS CUMITOMBI TOPaKEHUsI PECHUpPaTOpPHOI
CUCTEMBI: CTOMKHUI CyXOW KallleJb, IPUCTYIIbI
yAyUIbs, ofplmKka. Kamens oObHO yCHIHMBa-
€TCsl HOUbIO WJIN TIPH NIPOOYKACHHH.

Kak npasuio, BocranuTelbHOMY IIpOLEeC-
cy B OpoHXax MpEeALIeCTBYET BUPYCHOE TOpa-
JKCHUE HOCOIVIOTKH, TOPTaHM, Tpaxeu (pecnu-
pPaTOPHO-CHUHIUTHAIIBHBIE BUPYCHI, aJ€HO- U
PUHOBHPYCHI, BUPYCHI TpHIIa, Maparpuima),
Hen30eKHO Beyliee K THOeTH KIETOK Mepiia-
TEJBHOTO AMHUTENHS ¥ IPUCOESTNHEHHUIO OaKTe-
puaTbHON (DIOPHL.

MyxkocTaz U XpoHHYECKas OpOHXHabHas
HHGEKIH CTAaHOBITCS (JOHOM U1l HOBTOPHBIX
pPECIMPATOPHBIX AMH3010B: OPOHXMOJIHUTOB,
OpOHXUTOB, THEBMOHUIA. [6]

Cayyail U3 KIMHUYECKON NMPaKTHKH

05.12.17 . B O6nactayro [erckyro Km-
andeckyro bompauity (OHKDB, r. Kaparanma)
roctynui pedbeHok A, 15 greit (n/p 21.11.17T)
¢ Xayno0aMM Ha OJBILIKY, YaCTBIH Kallejb, Ha-
CMOPK, O€CITOKOMCTBO U MOBBIIIEHHE TEMIIEPa-
Typsl Tena g0 38,0. 3abonen Buepsbie. Pomuiicst
ot 1 6epeMeHHOCTH, 1X pOJIOB B CPOK, C BECOM
3600 rpamm, poctom 55 cMm. Ha ecTtecTBeHHOM

BCKapMJIUBaHUU ¢ 1X cyTok poxknenus. [Ipusut
B poausibHOM Jome. Ha «/I» ydere He cocTouT.
MamMa KOHTaKT ¢ TyOepKyne3HO- WH(EKIIOH-
HBIMH OOJFHBIMH OTpPHIIAET. AJieproaHamMHe3
CTIIOKO€H, HACJIe/ICTBEHHOCTh HE OTSTOIIeHA.

Ha MomeHT oOpaiieHusi co CIIOB Marepu
pebenok 6osieH BTopoi (2) neHb. 3aboeBaHue
Hayajaoch C 3aJ0KEHHOCTH HOca, MOcje MpH-
coequHMICS Kamienb. CaMOCTOSTENbHO NpH-
HUMal «amOpobeHe» maTh (5) Kamenb TpU
(3) pasza B nmeHp, pacTHpaH TPYTHYIO KIETKY
OapanpuM >kupoM. COCTOSHHE HE YITyIId-
JIOCh, @ yCYTyOMIIOCh OIBIIIKON. brina BbI3Ba-
Ha BCMII, nocrapneHbl B MPUEMHBIN MOKOH
OJIKbB, rocnuranu3upoBaHsl B 6 OTIENEHUE,
13 manary.

CocTosiHHEe Ha MOMEHT OCMOTpa OlLIE€HHBA-
eTCsl, KaK CpeIHel CTETeH! TSDKECTH - 3a CUEeT:
CHUHJIPOMOB JBIXaTeIbHOM HEI0CTaTOYHOCTH
(1-# cremeHn), OPOHXOOOCTPYKITHH, HHTOKCH-
Kalliu ¥ KaTapalbHBIX SBICHUH.

Oo6nexTuBHO: Temmeparypa tena T- 37,0 CO,
yactota cepiaeuHbix cokpamenuii YCC- 146
B MHHYTY, 4acTOTa JbIXaTeIbHBIX JBHXCHUN
YJI/1- 64 B munyTY, Macca tena 3450 rpamm.

CamouyBcTBHE peOCHKAa YMEpPEHHO Hapy-
meHo, 0ecriokoeH. Co3HaHMe SICHOE. AIIIETUT
coxpaneH. TenocnoxeHne npaBUILHOE.

KoxxHBIE TIOKPOBBI KENTOTO IIBETA, MKEl-
TymHOCTh 110 Kpamepy paBHa 4 30Ham (TooBa,
IpyAHas KJIETKa, KOHEYHOCTH), UMEIOTCS BBI-
CBIIIAHMS Ha JIMLE B 00IaCTH LIEK, BOIOCUCTOH
4aCTH rojioBbl, Ha criuHe. [ToaKoKHO-KMpOBOH
CII0# pa3BuT cnabo, pacrpeeNieH paBHOMEPHO.
[Nepudepnveckne TUMPOY3Ibl HE YBETHUYCHBI.

KocTHo-cycTaBHas cucrema 6e3 pedopma-
LINH, IBUKEHUS B CyCTaBaxX B TIOJHOM O0OBEME.

HocoBoe npixaHwe 3aTpyqHEHO, 3a CUET
puHOpeu. 3€B THIEPEMUPOBAH, Ha BHIUMOU
CIIM3UCTOM pTa UMEIOTCs OenecoBaTbie TBOPO-
JKUCTBIC 00JI0KEHUSI.

Kamens cyxoii, MamonpoayKTUBHBIN, ya-
cTeiif. OJBIIIKa CMEMIAHHOTO XapakTepa, C
Y9acTHEM BCIIOMOTATeIbHON MYCKYJIaTyphl,
BTSDKEHHEM HW)KHHUX OTIENIOB TPYIHOH KIeT-
ku. ['pyaHas kieTka MUIMHAPUIECKOR (OPMBI,
00e TOJIOBUHBI YYacCTBYIOT B aKT€ JIbIXaHUS,
CUMMETPUYHBI. AyCKYJIbTaTUBHAas KapTUHA
B JICTKMX: OCJIAa0JIeHHOE IbIXaHHe, UMEIOTCS
XPUIIBI — BJIQ)KHbBIE MEJIKOITY3bIpUaThie Ha BO-
Xe, CyXHe CBHCTSIHME Ha BeIgoxe. IlepkyTopHO
KOpOOOYHBIN TOH.

OO6nacTpb cep/ia Ha BUJ] HE U3MEHEeHa, Tpa-
HUIBI OTHOCHTEIBHON CEpACYHON TYIOCTH:
BEepXHsisA- 2 Mexpebdephe, mpasas - 10 PaBoi
napacTepHaIbHOU JIMHUH, JIeBas- HA | CM KHa-
PYKHU OT JIEBOM CPEUHHO - KJIFOUUYHOU JIMHUH.
CeppeuHble TOHBI SICHbIE, pUTMUYHBIE.
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SI3bIK BIAXKHBIN, YUCTHIA. JKUBOT OOBIYHOM
(hopMmBbI, TATTEIIAIIAN TOCTYTIEH BO BCEX OT/ENaXx,
HarnpsbkeH, 0e300e3HeHH b, [leyens yBenuye-
Ha Ha 3 cM. Cryn KamuieoOpa3HbIi, )KUPHBIA,
AMEIOTCS  OJecTsIre Kalluld, 3JI0BOHHBIN, C
poxaenus xomuT 10 8-9 pa3 B cyTku. Moueu-
CITyCKaHHe CBOOOTHOE, Oe300e3HeHHOE.

HeBponoruueckuii cratyc: 060mbIIoi poa-
HAYOK pazMepaMu 5 ¢cM X 6 M, MaJIbIi pOITHHU-
4OK OTKpHIT. IMeeTcs kedanoremaroma 4 cMm x
3 cm.

OAK ot 05/12/17r.: remornooun He- 153
rp/n, 1BeTHo# nokasarens LI - 1,0, spurpo-
muth - 4,5%1012/1, COD - 3 Mm/4, TpomMOO-
muTel — 509*109 /a, netikouutsl - 12,7%109/7,
muMboruTeI - 26,2%, MoHOIUTHI- 23,0%, 20-
suHOGWIE — 7,1 %, 6a3odumns- 1,1 %.

3axiroueHue: TPOMOOIINTO3.

Komporpamma ot 09/12/171.: nenxonu-
ThI — 0-1 eI, KOHCHUCTEHITUS- KallTUIe00pa3Has,
LIBET — CBETIO-XKEIThIM, HEUTPaJIbHBIN KHUP
+++, JKUPHBIE KUCIOTHI +++, CITU3b +.

Pentrenorpadust rpyaHoit kinetku (0030p-
Has, B pssMoil mpoekiun) ot 06/12/17r: oua-
TOBBIX IIOPAKEHUI HET.

Y3U I'13 ot 06/12/17r.: Cunapom cryie-
HUSL )KEITYH.

Brictarnen nuaraos: OCTpbIii OpOHXUOIUT.

Ilo UBB/IB: Tsxenas mHEBMOHUS.

ConyCTBYIOLIUE JUATHO3bI: ATOMUYECKHIA
nepmarut. Konproranmonnas skenryxa. Croma-
tuT. Kedanoremaroma.

IIposenennoe neuenue: uera I'B, pexxum
3a-cBOOOIHBIH.

AMOpo pactBop 7,5 mr/mi (1 mi1, opaibHO)
2 pa3a B JieHb; Harpus Xiopuj pacTBOp Ui WH-
(dyzun 0,9% (3 mu,uaTassronHo) 4 pasa; [pen-
Hu3010H pacTBop 30 mr/mi (0,2 M1, BHYTPUMBI-
IeYHO) 2 paza; ajieprompecc pactBop 2% 1 pa3
B JIeHB; TiedypokcuM 650 2 pa3a B IeHb.

W3 BEIIIEONMCaHHOTO KIMHUYECKOTO CITy-
Yasi MOXKHO BBIJICJIUTH CIIEIYIONIUE CHHAPO-
MBI: JIETOYHBIN (Kalleiab ¢ TPYIHOOTIETIEMOI
MOKPOTOM, XPHUIIBI B JIETKHX, OPOHX00OCTPYK-
IHs), KUIICYHBIA (YJaIlleHHBIH akT acdeka-
LUK, CTYJ C KalUIIMH JKUPA, aCTCHHUS, MOTePs
Macchl Tena). Kak 3BeCTHO J10CTaTOYHO UMETh
JIBA KIIMHUYECKUX TPOSBICHUS U3 TpPEX, YTO-
OBl TMPEIIOIOKUTh HAPYIICHUS SK30KPUHHON
CUCTEMBI, TOUYHEee TaKYIO IaTOJIOTHI0, KaK MYy-
KOBUCIH/03. J[JIs1 TOATBEPkKICHUS WU OTPO-
BEep)KEHHUS JMAarHo3a HEOOXOJMMO HA3HAYWTh
cnernuduuecKkue TUarHoCTHYECKUE MEpOTIpHsI-
THUS — IOTOBas poda (ypoBEeHb XJIOPUAOB TOTa
oonee 60 MaxB/1); Y3U nmomkeny1ouHon xKele-
361, OMOXUMHUUECKUI aHaINU3 KpPOBH (PSMOU U
HEeTIPSIMO# OMTHpyOrH).

VY naHHOTrO ManMeHTa Ha3HAYEHHOE Jede-
HUE NPUBEIIO K YAYUYIICHUIO TUHAMUKH, HO HE
CTOUT YIyCKaTb W3 BHUHUMAHHS COCTOSHUE
KaK ‘“‘JIOKHOIIOJIOKUTENIbHAS JUHAMHUKA, TaK
KaK TIPOSIBICHHE JICTOYHOTO CHHIpOMa 3a00-
JIEBaHUA “MYKOBHCIHI03" JICUUTCS] aHOJIOTHY-
HbIM criocoboM. Ho ycTaHOBUB uarHo3 “my-
KOBHCHIIA/I03” B pAHHEM BO3PAaCTe, MbI MOKEM
MIPEIYTPEUTH €T0 TPO3HBIE TIPOSBICHHUSL.

Jletn, KOTOpbIe THAarHOCTUPYIOTCS Ha paH-
HeU CTaJuy KU3HHU U HAYWHAIOT JICUCHUE B MO-
JIOIOM BO3pacTe, MOTYT MMETh JIydlllee MHUTa-
HUE, POCT U (PYHKIIUIO JIETKUX.

MyKOBHCIIAI03 BBI3BIBAET MOSBICHHUE TOJI-
CTOM, JIMIIKOM CIIM3M B JIETKUX M NUIIEBApU-
TEJTFHOM TPaKTE. DTO MOXKET MPUBECTH K PO-
OJieMaM C JIbIXaHUEeM U IUILNEBapCHUEM [4]

Tak ke, onupasch Ha HAIl JUATHOCTHUYE-
CKUHU TOWCK, CHHJIPOM CTYIICHHS JKEI4H, KaK
caMocCTOsITeTThHOE 3a00JIeBaHHE MOXKET TIpHBe-
CTH K YMEHBIIICHUIO OaKTEPHUIIUIHBIX CBOICTB
MUIIEBAPUTEIBHBIX COKOB U aKTUBHOMY POCTY,
Pa3BUTHIO U (PYHKIUM TATOJOTMUSCKOM MH-
kpoduopsl. He roBopst 0 MOCIIEACTBUAX THIIO-
ButamuHo3a ButamuHoB K, E u rpynmnst B, pa3-
BHBAIOIIEECS] KaK €CTECTBEHHOE yTHETCHHE U
3aMeHa HOPMaJTLHOW MUKPOGIIOPHI KUIIIETHUKA
Ha MaTOJIOTUYECKYI0, UTO MPUBEAET K 00IIeMy
CHUKCHHUIO COMPOTHUBICHUS OpraHU3Ma K WH-
(heKIIMOHHBIM BHEJIPEHUSIM.

Pexomenmyem: 1mom KOHTPOJIEM TacTpPOdH-
Teponra - «Ypco3um» u3 paccuera 10 Mr Ha Kr
Macchl Tena, 1 pa3 B CyTKH, Ha HOYb.
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