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PEDEPAT

MpuBoaMTCS onucaHne peakoro 3aboneBaHns NePBUYHON MHTECTUHANBHOM NMMdaHrnoakTa3um — 6onesHn BanbamaHHa. Knu-
H1ka 3ab0o1eBaHVIsA NPeaACcTaBeHa BbIPAXXEHHBIMU OTEKAMM HUXKHUX KOHEYHOCTEN, COYETaoLLMMNCS C aunaTtaumen numdarmyec-
KNX COCYZI0B TOHKOI O KULLIEYHWNKA U Pa3BUTMEM Ha 3TOM (POHE SHTEpONaTn C NoNnAeULIMTHBIM COCTOSHUEM (TMNONPOTENHEMUS,
rnMnornodynMHeMmst, CHUXeHne yPOBHS XXMPOPaCTBOPUMbIX BUTAMUHOB 25(OH)D3‘ donneBon KNCNOTbl). ATUONOrMSA N NaToreHes
3a001eBaHNS B HACTOSILLLEE BPEMS HE U3YHEHBI.

KnioueBble cnoBa: MHTecTMHanbHas TMMdaHroakTasusl, 6one3Hb BanbamaHHa, numdenema, nonmaedulmMTHOEe COCTOSHME.

ABSTRACT

The description of arare disease of primary intestinal ymphangiectasia — Waldmann disease is discussed. The clinic of disease
is presented by edema of the lower course limbs combined with dilatation of lymphaic vessels of small intestine and development
on this background of enteropathy with polideficiency state (hypoproteinemia, hypoglobulinemiya, reduction of fat-soluble

vitamins 25 (OH)D3, folic acid). Etiology and pathogenesis of the disease is not currently understood.
Key words: enteric lymphangiectasia, Waldmann disease, limphedema, polideficiency state.

[lepBuuHas MHTECTHHAIbHAS TUM(aHTUIKTA3US —
penkoe 3abosieBaHMe, XapaKTepusykolleecs AnWaTa-
el TUMQaTHUeCKUX COCYI0B TOHKOTO KHILIEUHHKA,
NPUBOJSLLEE K PA3BUTHIO SHTEPOIIATUU € TUITONPOTE-
MHEMUEH, runoanb0yMUHEMHEH 1 THIoraMMariooysiu-
HEeMHei, BClieICTBUE MPONUTHIBaHUS JTUM(BI B TIpo-
cBeT Kuikw [1].

Hcropus

B 1961 rony BanbamMaHH u ero KoJijieru BepBbie
onucanu 18 ciyuaeB «uauonaTryeckoii rurepkaradbo-
JINYECKOM TUTIONPOTEUHEMHUNY. Y 3TUX OOJIbHBIX OTEK
HWKHUX KOHEYHOCTEH coueTascs ¢ FTUMonpoTenHEMU-
ell, HU3KUM YPOBHEM IIa3MEHHOTO ajibOyMUHA U I'aM-
Ma-IJ100yJIMHa, TaKKe ObLT HU3KUM U OOLIWH MyJT ajlb-
OyMHHa, OLIEHEHHBIH ¢ TIOMOIIIBIO paguonsorona B'1.

Bunorpanosa T.B. 197022, Canxt-Iletepoypr, yn. Toncroro, .17,
CII6I'MY um. akax. W.IIL. [TaBnosa, Hedpoxopmyc, Ten. (812) 234-
91-94, E-mail: kaukov@nephrolog.ru
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CyTouHast skckpeuus anbOymuHa, medeHHoro 'l ¢
(hexanusmu, Obia B 2 pasa Bbiiie HOpMbl. MUKPOCKO-
MUYEeCKoe MccileJOBaHNE TKaHU TOHKOTO KMIIEYHHUKA
MPOJEMOHCTPUPOBAJIO B PA3IMYHOM CTETNIEHU IUIaTH-
poBaHHbIe TUM(DATHUECKHE COCY/IbI CITU3UCTOTO U MOJI-
CJIM3UCTOTO CJI0s1. ABTOPBI 0003HAYMIIU BhISBJICHHbBIC
MU3MEHEHUs KaK «MepBUYHAs KUIIeYHAs TUM(aHTUIK-
Tazusy [1, 2].

DNHIEMHUOJTOTHA

PacnipocTpaHeHHOCTh 3a00JeBaHMsl HEM3BECTHA.
Kak npaBuiio, JaHHas NaTONIOTUS AMArHOCTHPYETCS B
paHHEM BO3pacTe, HO M3BECTHBI Cllydau €€ BbIsiBIIC-
HUSI My TIOXKUJTBIX MalueHTos [ 1, 3].

I9THOJIOTUA U NMATOTEeHe3

Jlo HacTosIero BpeMeH! 3TUOJIOTHS MEPBUUHOM
WHTECTHUHAJILHOM Ill/qu)aHFl/IBKTaSI/II/I OCTacTCA HEU3BEC-
cTHOH. Y marueHToB ¢ Oosie3Hpio BanbamanHa [4]
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UMEIOTCS TaHHbIe 00 U3MEHEHUSIX B SKCIIPECCHU HEKO-
TOPBIX PErYJISTOPHBIX (haKTOPOB JIMM(aHTHOTreHe3a CITH-
3UCTON 000JI0UYKH JABSHAIATHIICPCTHOM KUIIKU. B oc-
HOBE TaToreHe3a JISKUT TOBBILICHHAs TIoTepsi Oeska
(rmaBHBIM 00pa3oM alibOyMHHOB U raMMa-IJ100yTMHOB)
Yyepe3 SKTa3upOBaHHBIC JTMM(AaTHYECKUE COCY/IbI CITH-
3UCTON 000JIOUKH TOHKOM KHUIIKU. B CBsI3U ¢ 3TUM 3Ha-
YUTEJIbHOE KOJIMYECTBO MJIa3MEHHOTO OeJiKa TepseTcsl
¢ (ekanusMu, 4TO, B CBOKO OYepe/ib, PUBOUT K BO3-
HUKHOBEHUIO MOJIUICPULIUTHOTO COCTOSHUSL, TIPOSIBJIS-
IOLIErOCsl TUIMONPOTEUHEMUEH, MO IbOy MUHEMHUEH 1
mmdoneHuei.

Kureunas iumMdaHruskTa3usi Tak:ke BeJeT K Ha-
PYLIEHUIO BCAaCbIBaHUS JKUpa, BCIEACTBUE YEro IJio-
X0 YCBaMBAIOTCS KUPOPACTBOPUMBIE BUTAMHUHBI U
HOHBI KabLus [5].

['eHe3 oTeyHOro cUHApPOMA, B MEPBYIO OYEPEND,
CBSI3aH C HU3KMM OHKOTUYECKUM JaBJIEHHUEM IJ1a3Mbl
KPOBH, BCJIEJICTBUE TUTIOATL0YMUHEMHUH.

Kananueckasi kapTuna

1. OTéxu

Jliis 3a0osieBaHus XapaKTepHbI iepudeprueckre
OTEKH pa3HOM CTENEHHU BhIPAKEHHOCTH, OOBIYHO CUM-
METpUYHBIE, TJIOTHBIE, HE CKJIOHHBIE K perpeccy. Kak
NPaBUJIO, JAHHBIA CUMIITOM BCTPEYAETCs ITPU MaHH-
(hbecraumu 3a6onesanus y 95% narpeHTos. J[oBonbHO
Y4acTO BCTPEUAOTCS U BBITIOTHI B CEPO3HBIE 000JI0U-
Kk (B IJICBPAJIbHYO, TIEPUKAPIUATIbHYIO, OPIOIIHYIO
TIOJIOCTH), B PEJIKHX CJTy4asix BO3MOXKHO pa3BUTHE aHa-
capku [2, 5].

2. Cunapom MasibabecopOLumn

Kak npaBuiio, nposiBiisieTcsl HapyllIeHHUEeM BCachl-
BaHUS )KUPOPACTBOPUMBIX BUTAMUHOB BCJICJICTBUE
JUCc(hYHKIMU TUMPaTHYECKONM CUCTEMbl TOHKOTO KH-
wevnuka. Tak nepuuur Butamuna D, MoxeT npuse-
CTH K TMIOKAJIbIMEMHUH U, KaK CJISJICTBUE, K CYJIOpO-
ram. Kimaudecku manmbabcopOiusi 0ObIMHO coveTa-
eTcsl ¢ TUapeiHbIM CUHAPOMOM [5, 6].

3. OcobeHHocTH y neTei

V nereii nepBuuHas UHTECTUHAIbHAS JIMM(AHTU-
9KTa3Usl MOXKET MPOSIBJIATHCS MOBBILICHHON yTOMJIsIE-
MOCTBIO, C1a00CThIO, a0JOMUHALHBIMU OOJISIMH,
TOLUHOTOM, pBOTOM, MOTEPEN MaCChl TeJla, 3a/IEPIKKOMN
pa3BuTHs. BO3MOXKHO TaKkxke coueTaHue ¢ LeJinakueit
[1,5].

4. OOTypalMOHHasi KHUIIEUHasi HEMPOXOAUMOCTh
TOHKOTO KHIIIEYHUKA MOXKET BOSHUKHYTh BCJICACTBHE
JIOKAJILHOTO OTEKA, MPUBOSILETO K YTOJIIICHUIO KH-
HIEYHOW CTEHKH U COKpAIICHHIO JIMaMeTpa MpocBeTa
KMIIKH [7].

5. OcTeonopo3 U ocTeoMalisiivs BCIICACTBUE Jie-
¢uuura suramuna D, [8].

6. PeLiuiBUpyroniye racCTpOMHTECTUHAIbHBIE KPO-

BOTEUEHHS — BO3MOYKHOE, HO JTIOBOJILHO PEAKOE OCIIOK-
HeHue Oone3nu BanbamaHHa.

7. Jlumbenema

Penkast matonorusi, KoTopasi B HEKOTOPBIX ClTyua-
X coueTtaeTcs ¢ Oosie3Hbro Banbamanna. Jlumdene-
Ma, KaK MpaBuIIo, JJOKaIU3yeTcsl Ha HUKHUX KOHEUHO-
CTAX, HO BOBMOYKHO TaK 5K€ U IOPaKEeHHE BEPXHUX KO-
HEYHOCTEM, IPyJHON CTEHKH, HAPY>KHbIX IOJIOBBIX
opraHoB. [lopaxeHnne oOBIYHO ABYCTOpPOHHEE, OTEK
TUTOTHBIH, HEe CKJIIOHHBIH K perpeccy [1, 9].

JAuarnoctuka

1. 'mcTonornueckoe ucciieoBaHue

Juarnoctuka Oone3nu Banbamanna Oaszupyercs
Ha BBISIBIIEHHOH JTMM(AHTMOIKTa3UH B XO/I€ DHOCKO-
MUYECKOr0 UCCIIEA0BAHNS U IOATBEPIKAAETCS 110 JaH-
HBIM FUCTOJIOTMYECKOrO UCCIIEI0BAHNS TKAHU TOHKO-
ro KHUIeYHUKa.

Makpockonuyeckue U3MEHEHUs, KaK MpaBuilo,
NpeICTaBIeHbl OTEUHBIMHU, OJIETHO-KENTHIMUA BOPCHH-
KaMM TOHKOW KUIIKHW. BopcuHKM pa3zOyxaroT u 3a cyer
9KTa3UPOBAHHOTO JMM(paTHYecKoro cocynaa yroia-
I0TCsI, YacTh U3 HUX B 00JIaCTH BepXyllIeK MpuodpeTa-
10T IPYLIEBUIHYIO opmy [5].

['mcrosornueckas KapTUHA y4acTKOB JIBEHAALA-
TUNEPCTHOM, TOLLEH UK MOAB3A0LIHON KULIKH MTpeA-
CTapJieHa pacUIMPEHHBIMU JIMMpATHUECKUMH COCy/a-
MH CIIM3UCTOM M MOJICIIM3UCTOMN 000JI0UKH ¢ HOpMaITb-
HBIMW TMOJMKJIOHAJBHBIMU TJ1a3MaTHYECKUMHU
kinerkamu. CTeHKa Me3eHTepHallbHBIX JUMdaTHuec-
KHUX COCY/IOB YTOJILIEHA, UX MBILLIEYHBIN CJION rUnepr-
poduposan. Jlnmdparuueckre cocyapl MOr'yT OBbITh JTU-
JIaTUPOBAHBI BO BCEX BOPCUHKAX JIMOO TOJIBKO B HEKO-
TopbIX. H1 npuzHakoB arpoduu, HUI MUKPOOPraHU3MOB
00BIUHO HE BBIsABIsieTCS. B paciimpeHHbIX numda-
TUYECKUX COCYJaX CIM3UCTOM U CEPO3HOI 000JI0UeK,
MOACIU3UCTOTO CJI0s, OPbKEHKH U B CHHYCaX Me3eH-
TepUaNbHBIX JTUM(PATHUECKUX Y3JIOB BCTPEHAIOTCS
neHucThIe KIeTku [5, 10, 11].

2. BeromoraTenbHble METOIbI

A. JlaGopaTopHbie TaHHbIC

JlonoHUTEeTbHBIMU AMATHOCTHYECKUMH KPUTEPH-
SIMU SIBJISIFOTCSI TMITOTIPOTEMHEMHSI, TUIOATbOYMHUHE-
MM, THIIOTaMMarioOyIMHeMus, TUMoreH s, aeu-
LIUT )KHPOPACTBOPUMBIX BUTAMUHOB [ 1].

b. CuunTurpadus ¢ Me4eHbIM aab0yMUHOM

MoskeT BBISIBIISITH YCKOPEHHOE BbIJIelIEHHE Meve-
HOro Oeka B MPOCBET KUILIEYHUKA, YTO MOATBEPIUT
ObicTpyro noTepro nporenHor uepes KKT [12].

B. JIumdocumunTUrpadus

OddekTrBHBIN MeTON UACHTUDUKALIMHA AaHOMAJTAN
muMmdarrueckoro aepesa. B npouecce nccnenoBaHus
BO3MOYKHO BBISIBJIEHHE 00IMTepalvy epuepruuecknx
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TUM}AaTHUECKUX COCYJOB, UX HECOCTOSTETLHOCTD B
TpaHcnoptuposke Jumdsi [ 1, 13].

. Ynbrpa3BykoBoe ucciaeqoBaHue

B xoze viccnenoBaHus MOTYT OBITh BISIBJICHBI JTH-
Jatauus neTejab TOHKOW KHIIKH, MOCTOSHHOE In-
(y3HOe yToNIieHHe e€ CTeHKH, THTIePTPOPUPOBAHHBIE
YUaCTKH, BBIPAKEHHBINH OTEK U B HEKOTOPBIX CITydasx
acuwr [14].

J. KommntotepHas Tomorpadus

o nanubiv KT BeisiBasitoTest auddy3Hblit 0TEK 1
Y3JI0BO€ yTOJIIEHUE CTEeHKU TOHKOM KUIIKH [ 15].

Jleuenue.

1. dueta

HuzkoxkupoBas aueTa B COUETaHUU CO CpeHeLle-
MOYEUHBIMH TPUITIMLIEPUAAMH — OCHOBA TEparuy nep-
BUYHOMN JTMM(OAHTMIKTAZUH KUILICUHUKA. SHAUNTEITb-
HOE Co/IepKaHue )KMpa B OTpeOIsieMoid MULLE MPUBO-
JUT K MEepernoIHEHUIO JTUM(PATHYECKUX COCY/AOB
TOHKOTO KHMILIEUHHUKA, B Pe3yJIbTare 4ero MporucXoanuT
UX pa3pbiB ¢ noTepeii 6enka u T-kieTok.

CpenHelienoyeyHble TPUTITHLIEPUIBI a0copOupy-
IOTCSl HEMOCPEACTBEHHO B BOPOTHYIO BEHY, BCIIE/-
CTBHE Yero CTAHOBUTCS BO3MOXKHBIM M30€XaTh Iie-
perpy3ku JIMMQaTH4ecKruX COCyI0B KMLIIEYHUKA U BOC-
NPErnsITCTBOBATh MX MEPEPACTIKEHUIO U Pa3pbiBY
[1,16]. ITpu coOnroneHUH TUETHUECKUX PEKOMEH/Ia-
LM BO3MOKEH YaCTUYHBIN perpecc KIMHUYECKUX U
OMOXHMMHUECKHUX MoKa3aTeNneu.

2. Jlpyrue noaxo/sl K Tepanuu

A. OkTtpeoTtun

CHHTeTHYeCKHi aHaJIor coMaTocTaTHHa, o0aza-
€T CIOCOOHOCTBIO K KOPOTKOBPEMEHHOM Ba30KOHCT-
PMKLIMHU COCYJIOB BHYTPEHHHUX OPraHOB U MO/IABJICHHIO
abcopOimu Tpurnuuepuaos [1,17].

b. Xupypruueckue MeToIbl J€UEHUs

[Ipumennm ripu JokanbHON Gopme TUMQpaHTHIK-
Ta3Wu, 3aKJII0YAETCsl B PE3EKLMH YacTH U3MEHEHHOM
KULIKHU, TPUMEHUM JTs JIOKaJTM30BaHHbIX (hopm [ 18].

B. 3amecTtutensHas Tepanus

3aKI04aeTCs B KOPPEKIIUU MOJIUACPUIIUTHBIX CO-
CTOSTHUH.

Onncanne KIHHHYECKOro CJIydas

bonwsuas M., 44 net, nocTynuia B KJIIMHUKY TPO-
neAeBTUKU BHYTpeHHUX Oose3Hed CIIGIMY um.
akan. W.I1. TlaBnoBa ¢ »xamo6aMu Ha MOCTOSIHHEIE,
TUIOTHBIE, HE perpecCcUpyIoOLINe OTEKH HUKHUX KOHEY-
HOCTEH, HWKHEW TPeTH OPIOIIHOW CTEHKH, MOAMBI-
LIEYHBIX BIA/IMH, MOJIKOKHO-KMPOBOH KJIETYATKH T0-
noBbl. Kpome Toro, nauueHTka npeabssiisiia jkajo-
Obl Ha MEePUOJUYECKH BO3HUKaoMe AUPPy3HBIC
0071 B )KMBOTE TSAHYILIETO XapaKkTepa, Kak MpaBuiio,
He CBSI3aHHBIE C MPUEMOM IMUIIH, JJTUTETBHOCTHIO OT
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HECKOJIbKMX YacoB J0 CYTOK, KylUpYyIoLHecs caMmo-
CTOSITEJIbHO.

M3 aHamMHe3a M3BECTHO, YTO BMEPBbIe OTEKH MO-
SBUJIUCH OKoJio 24 seT Hazan. Torma, mocie mepBoi
OepeMeHHOCTH, BO3HHK OTEK NMpaBOl HIKHEH KOHeu-
HOCTH JI0 YPOBHSI CpeiHel TpeTH Oenpa, CrycTs rof,
rocJie BTOPBIX POJIOB, TPHUCOETUHUIICS OTEK JIEBOM HIDK-
HEll KOHEUHOCTH. [[pyrux 1aHHbIX, HA OCHOBaHUU KO-
TOPBIX MOKHO OBbLTO OBl MPEANONIOKUTL HAJTMUUE Y
00JIbHOM MO3/1HETO recTo3a (apTepraibHON MMIIepTeH-
3UH, NPOTEUHYPHH), HA TOT MOMEHT He OBLIIO.

Ha nporskennn 20 jeT nmaumeHTka MHOTOKPaTHO
KOHCYJIBTUPOBAJIach y Bpauel pa3IMuHbIX CrieliaIbHOC-
Teii, TpakToBaslach Kak OoJIbHasi ¢ XPOHHUUYECKOM BEHO3-
HOM HEJI0CTaTOUHOCTHIO, BeieacTBUe (bieGoTpoMbo3a
TTyOOKHX BEH, MOATBEPIKISHHOTO MO IAaHHBIM JyTIJIeKC-
HOIO CKAHMPOBAHUSI BEH HIDKHUX KOHEUHOCTEH; TIepBUY-
Hoit Tnmdenemoit u muMdoctazom [I-I1I crenenn. Tak-
JKe Ha aMOyJIaTOPHOM 3Tarie, Mpu Jonruieporpaduyec-
KOM HCCIIeIOBAaHUH COCY/IOB FOJIOBHOTO MO3Ta BhISIBJIEHA
TUIOIJIa3UA MPaBOM MO3BOHOYHOM apTepUH Y NEPEHEN
COETMHUTENTbHOMN apTeprH, TMarHOCTUPOBAHO XPOHUYEC-
KO€ HapylIeHHe MO3rOBOr0 KpOBOOOpAILEH sl CMeLaH-
HOT'O reHe3a BCJIe/ICTBHE MMITOTUIA3UH BbIIIEyKa3aHHbIX
apTepuii U ereHepaTUBHO-TUCTPODUUECKIX M3MEHEHHI
II€IHOT O OT/Ies1a MO3BOHOYHUKA.

B 2000 r. GonbHasi HaxoMIach Ha JICYSHUH B XU-
PYPryUecKOM CTallMoOHape, rie, Mo AaHHbIM JTuMdoc-
HUHTUTpaduy, y NalMeHTKH ObLIa BBISIBICHA arlia3usl
JiuM(paTHUECKON CUCTEMbl HUKHMX KOHEYHOCTEH, B
CBSI3W C YeM BBIMOJIHEHO HaJIOKeHHE TUM(OHOI0BE-
HO3HOTO aHACTOMO3a B JIEBOM MAX0BOH 0051acTH 1 ObIIIO
PEKOMEHJOBaHO MCIOJIb30BAHHE KOMITPECCHOHHOIO
TPUKOTaKa C MAaKCHMaJIbHOM CTENMeHbIO KOMITPECCHUH,
AHTUOTIPOTEKTUBHBIX CPECTB, Ie3arperaHToB v Juy-
petukoB. 1o cyObeKTHMBHBIM JaHHBIM ObUT OTMEUEH
MOJIOXKUTEbHBIN 3P (DEKT OT MPOBEICHHOTO JICUEHHUS,
HO Ha JIOBOJIbHO KOpOTKHH cpok. Kpome Toro, B Xoze
rocrnuTanu3alyy ObLTH BbISIBJICHBI M3MEHEHHUs B OMO-
XUMHUYECKOM aHaJIu3e KPOBU: OMpesesieHbl HU3KHe
ypOBHH 00111er0 Oelika, ajibOyMHUHA, O0IIEero KalbLUs
ChIBOPOTKH (Tadi. 1).

B cBf3M ¢ HaJTMUMEM BBIPA)KEHHBIX U3MEHEHUH B
NabopaTopHbIX JAaHHBIX BO3HHKIA HEOOXOIUMOCTD
YCTaHOBJICHUS! IPUUUHBI IEPULIMTHOTO COCTOSIHHUS, HO

Tabnuuya 1
JaHHble OMOXNMUYECKNX
uccneposaHuii B 2000r.
Mokasartenb Benuyunna Hopma
O6wein 6enok 39 r/n 65-85 r/n
AnbOyMUH 19 r/n 35-50 r/n
06wt Kanbuni
CbIBOPOTKM 1,89 mmonb/n 2,10-2,55 mmonb/n
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Ta6nuua 2 UMM MOYEK UCKITIOYEHA BOZMOKHOCTD MOTEPU
Buoxumunyeckune nccnenoBaHns OeJika BCJIEJICTBUE MATOJOTMU 3TOr0 OpraHa
npuvrocnutanusauuv s 2008 r. (tabn. 3).
Mokazatens BenuuuHa Hopma Kpome Toro, Hapsaay ¢ BbIsSBICHHBIMH pa-
Hee OMOXMMHUUECKUMU (PeHOMEHAMH, Y TIalleH-
O6wwmin 6enok 41 r/n 65-85r/n o
TKH OI H BBICOKHI YPOBEHb MMapaTropMOH:
AnbOyMUH 21,2r/n 35-50r/n ompenene co ypoBe aparropMona

O6LWMin KanbLMn CbIBOPOTKN
docdop HeopraHuyeckunin

1,97 mmonb/n
0,74 mmonb/n

2,10-2,5 mmonb/n
0,83-1,48 mmonb/n

(307,4 nir/mut), Tipu 3TOM JJAHHBIX 3@ TOPMOHTI-
POAYLHUPYIOIILYIO OMyXOJib MapaliuTOBUIHBIX

25(0OH)D, 9 Hr/mn 30-100 Hr/mn
®donunesas kucnota 9,4 HmMonb/N >11.8 HMONb/N HKEJIE3 HE MOJTyHEHO.
B, 128 nmonb/n 133-675 nmonb/n Takke aHaMHeCTHYECKHU o6pau1ana Ha
>Keneso cbIBOPOTKM KPOBU 4,9 MKMOnb/N 5,0-30,4 mkmonb/ ce6s BHUMAaHUE TOBBILLIEHHAS CKJIOHHOCTh K
MapaTtropmMmoH 304 Hr/n 12,0-88,0
KHUCTOOOPA30BaHHIO: Ha MPOTSIKE-
Huu 10 eTy G0nbHO# BBISBISIINCD
Tabnuua 3 KHCTHI pa3TUYHBIX JTIOKATU3ALIUMN —
OcHoBHbIe noka3aTtenn GyHKLUm novyek HeIXMHOKOKKOBAs KHCTA TEeUeHH,
asieHa B 1999 r.; kucra rpaBoro
lMokasartenb B cbiBOpOTKE,| B MOue, CyTo4Has KnunpeHc, YA ’ p
MOMb/N MOnb/N aKcKpeLms MJ1/MUH AMYHUKA, peseruposana B 2001 r;
MOnb/24 4 KMCTO3HO-CJIMITYMBBIN ITPOLIECC B
cr 0,066 14,64 13.19 133,66 000JI04YKaxX rOJIOBHOIO MO3ra, Io
Ur 3,300 424,10 381,69 77 44 nanaeiM KT, ¢ 2005 r.; KHCTO3HO-
K 4,200 86,70 78,03 12,44 (Gubpo3Has mMacTonarus, 1o JaH-
Na 142,800 231,0 207,9 0,97 V3l u6
Ca 06wt 1,89 438 432 1,53 HBIM MamMMorpaduu, 1 OHO-
Cl 108,0 246,0 221,4 1,34 nicuu ¢ 2006 roja; KUCThI CHHYCOB
P Heopr. 1,08 36,23 32,16 20,21 o06eux nouek ¢ 2008 1. o aHHBIM
CyTouHas noteps 6enka cneposas - - -
AnbOYMWH CbIBOPOTKMN 20 r/n - - - V3HU.
O6uwit Genok 40 r/n - - - Takum oOpazom, y aaHHOH
CK® no MDRD 76,20 ) ) ) OO0JILHOM OBUIH BBISBIIEHBI 3HAYU-

B rpomeskyTok ¢ 2001 mo 2007 r. maumeHTKa K Bpauam
He obOparanach.

B 2008 r. GonbHas MIaHOBO FOCIMTANIU3UPYETCS B
KJIMHUKY TIPOTEAeBTUKH BHYTPEHHUX Oose3Hei. [1pu
NOCTYTJIEHUU KIIMHUYecKas KapTuHa 3a0oJieBaHus
ObL1a Mo-Mpe)xHeMy Npe/icTaBieHa OTEKAMU HUIKHUX
KOHEYHOCTeH, HWKHEl TpeTu nepenHeil OprolHoN
CTEHKH, TIOJIKOKHO->)KUPOBO# KJIETUaTKH TOJIOBBI U IO~
TUIEePUIUTHBIM COCTOSTHUEM B BUJIE€ TMIONPOTEHHE-
MHH, TUTTOATE0Y MUHEMHH, TUTIOKAIbLIUEMUH, THTTO(POC-
(popemun, chmxennoro yposns 25(OH) D, u neduuu-
Ta GoJMeBOM KHUCIOTHI, BUTaMuHa B, xkenesa
CBIBOPOTKH KpOBH (Tabi. 2).

Takoke Oecniokonnn neproandeckue AuddysHoie
0011 B )KMBOTE, HE CBSI3aHHBIE C TPUEMOM TMHULIH, KY-
NUpyIoOUIMecs caMoCTosTeNIbHO. B Xone rocnuranu-
3al1H 0 KIIMHUKO-1a00paTOPHBIM U MHCTPYMEHTAJIb-
HBIM JIaHHBIM Obll1a UCKJTIOYEHA NIeYeHOYHAas U [ovey-
Hast naToiorusi. OObeKTHUBHO: Ie4eHb Y Kpasi peOepHoit
JyTH, Kpail clierka 3aocTpeH, MIrkui, 6e300se3HeH-
HbIH, Mapkepsl renarutoB (HBsAg u HCVADb) orpu-
uarenbHbie, AJIT, ACT, xonectepuH, 1ieno4nas ¢oc-
(araza, o01mii OMITMpyOUH, MPOTPOMOUHOBBIN UH/IEKC,
¢ubpuHoreH B mpezaenax HOpMbl, Mo AaHHbIM Y3U
BBISIBJICHBI JIMLIbL YMepeHHbIe A dy3HbIe n3MEHEHHUs
CTpYKTYpbI NieueHu. [Ipu komMIiekcHOM olieHKe (hyHK-

12°

Mble HapylIeHHs OeTKOBOro oOMe-
Ha 6e3 MoYeuHO-MeYeHOUHON MaTOJIOTHH, MOITBEPHK-
JIeHa XapaKTepHasi KIIMHUUYecKasi KapThHA C OTEUHBIM
CHUHIPOMOM MW MOJUIEUIHUTHBIM cocTosiHheM. Bee
BBILLIEU3JIO’KEHHOE MO3BOJIMIIO TIPENOIOKUTE HATHUKE
racTPOMHTECTUHAJILHOTO TeHe3a IaHHON MaToJOTHH,
BO3HHMKUIETO BCJIEACTBHE MOP(OIOrHIeCKH U3MEHEH-
HBIX JTUM(pATUYECKHX COCY/IOB KHIIeYHHKa. B kave-
cTBe HauboJiee BEpOSITHOTO AMArHo3a y AaHHOMW natu-
eHTKHM 00CyKJajlachk CUCTeMHasl BPOXKJIEHHasl MaTo-
Jorust AuMdaTUuecKod CUCTEMBbl — MEepBHYHAS
MHTECTUHAJIbHAS IMM(paHTHOdKTa3us, O0ne3Hb Basb-
JMaHHa.
B 2009 r. naumeHTKa MOBTOPHO rOCIUTATU3UPYET-
Csl B KJIMHUKY MTPOTIEICBTUKYA BHYTPEHHHX O0JIe3He B
CBSI3U ¢ HEOOXOAMMOCTBIO MOATBEPKACHUS TUarHo3a
npu Mop(hoJIOruYeckoM McciieoBaHUM OUoNTarTa TKa-
HU IBeHAALUATUNEPCTHOM KMILIKK. [ Ipy noctynnenun Ha
(hoHe coOMIOICHUST PEKOMEH/TALIM# 110 OTPAHUUCHHEO T10-
TpeOlieHHs KUPOB C MULIel OTMeuyaeTcs HEKOTOpoe
YMEHbIIIEHUE BBIPAKEHHOCTH KIMHUYECKONH CHUMIITO-
MaTuKd. Ha MOMEHT ocMOTpa OTEKM OrpaHUUYMBAIIHCh
TOJILKO HMYKHMMH KOHEYHOCTSIMU, OTMeYasicsl BbIpa-
JKeHHBIH pUOPO3 KOXKHU HOT, Takke OONbHAsS oTMevasa
yMEHbIlIEHHE BBIPA)KEHHOCTH a0 JOMUHAIBHOTO OoJte-
BOrO CHHApoMa. B xone obcrenoBaHusi coXpaHsuics
HU3KUN ypOBEHB 00111ero Oeska, anbOyMruHa, HOHU3H-
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Ta6nuua 4 ramu. [Ipu3Haky XpoHUueckoro JuMdoc-

Buoxamuieckue nokasarenu Tasa npejacTasieHsl Ha puc. 2. B cnusuc-

npu rocnutanusaumm e 2009r. TOW 000JI0OYKE UMEIOTCH BBIPAXKEHHBIN

MokasaTens Benuunna Hopma CKJIEPO3 CTPOMBI, 3HaUUTENbHast AUDdY3-
- Hast uHuIbTpauus e€ nuMdouuTamMu 1
gﬁ;@fnss nox 38 Zﬁ gg:gg Zﬁ Makpodaramu, onpeaensoTcsi pe3ko pac-

1,96 Mmonb/n
0,79 mmonb/n

O6WMin KanbLNi CbIBOPOTKMU
dochop HeopraHnyeckui

25(0H)D, 11 Hr/Mn
[MapaTtropmoH 114,7 ur/n
MoHn3npoBaHHbI Kanbumin 0,96 Hmonb/n
B, 128 nmonb/n
®donvesas kucnota 9,4 HMonNb/N
TpaHcheppuH 2,00r/n

XKeneso CbiIBOPOTKU KPOBU 5,0 Mkmonb/n

2,10-2,5 mmonb/n
0,83-1,48 mmonb/n
30-100 Hr/mn
12,0-88,0 Hr/n
2,06-1,33 HMONb/N
133-675 nmonb/n
>11,8 HMONb/N
2,00-3,36 r/n
5,0-30,4 mKkmMoOnb/n

HIMPEHHbIE TUMaTH4YeCKHUE COCY/IbI U TTO-
JIOCTH, 3aTTOJTHEHHBIE JKUIKOCThIO.

B xone rocnuranuzaiuu Obijia mpose-
JieHa 3aMeCTUTelIbHAs Teparus Tpernapa-
TaMU, BJIUSIOLUUMHA Ha OEIKOBBIM 0OMEH
(pactBop AmuHoruazmans 15%, Keroc-
Tepun 1 tab./kr macchl Tena 3 pasza B

POBAHHOTO KaJlbLvsl, BUTaMUHa B, (hostueBoii kuco-
ThI, TMM(OLMTOB; YPOBHH 5KeJie3a CIBOPOTKH KPOBH,
TpaHchepprHa Ha HUXKHEH rpaHuLIe HOPMbI; BBICOKHIA
ypoBeHb napaTtropmoHa (tabJ. 4).

I1pu KoMIIekCHOM (pyHKLIMOHAIBHOM 00Cce10Ba-
HHH TIOYEK OTMEYATMCh TUIMOKAIbLIMEMHS, THITONPOTe-
WHEMUS 1 THnoaiLOyMuHeMust. KinupeHchl M KOHUEHT-
paLMOHHBIA MHJIEKC KpeaTHHUHA ObUTH B HOopMe. Pe-
TUCTpUpOBAJIach clieioBasi MPOTeMHypHs (poBepeHa
nBaxkabl). KucnorHo-BoiaenurenbHas GyHKIMs Oblia
He HapyweHa. CK® no MDRD na ypoBhe 79,25 mu/
mun/1,73 m?, o popmyne Kokkpodra—Tansra 108,56
mi/mun/ 1,73 M2, [1pu ynbsTpa3ByKOBOM HCCIIeIOBAaHUH
OpraHoB OpPIOLIHOM TOJOCTH W TMOYEK BBISBISIINCDH
ymepeHHble A dy3HbIe UIBMEHEHHS CTPYKTYpa reve-
HU U MOPKEITYI0UHOH JKeJie3bl, 1e(hopMaLust )KeITHHO-
ro my3sipsi. [louky 0ObIMHBIX pa3MepOB 1 MOTOKEHHS,
napeHxuma jgocratoyna. Kuctel cuHycoB 00eux mo-
yek. B xone ¢pubposzodaroracTponyoieHOCKONMY Ha
CIIU3UCTOM 000JI0UKe MOCTOYILOAPHBIX OT/AEIIOB JIBe-
HaJLATUNEPCTHOM KMILIKU BBISBIICHBI MHO)KECTBEHHBIE
Oenecole naTHa 10 0,1 cM AuarHocTupoBana TrMMdan-
ruoKTazus 12-népcTHON KUIIKU.

[1pu mopdonornueckom rccaeqoBaHUK OHoNTaTa
CJIM3UCTOM 000JI0UKH KUIIKH OOHAPY>KEHbI AUIaTHPO-
BaHHbIE, TUM(ATHUECKHE COCY/IbI CITU3UCTOTO U TMOJ-
CJIM3UCTOrO CJI0EB JIBEHAAUATUNIEPCTHOM KUIIKH, Ha
(hoHEe XpOHHYECKOTO OTEKA.

BUOIICHA:

['cTonoruyeckoe uccieaoBaHue GUONCUH TOHKOM
KWIIKK BBISBUJIO MPU3HAKHU OCTPOTO U XPOHUUYECKOTO
numMdocraza. Ha puc. 1 oTpaxkeHbl MPU3HAKK OCTPOTO
numdocTaza B BUAE pacliMPeHHs] BOPCHH 32 CUET
OOJIBLIMX MONOCTEH, 3aMOJIHEHHBIX JKHUJIKOCTBIO, O0JIb-
LIMM KOJIMYECTBOM JMM(aTHUEeCKUX COCY/I0B C KHC-
TO3HBIM MEPEPOKIACHUEM U PACLIMPEHUEM HX MTPOCBe-
Ta, YMEPEHHOW MH(UIBTpALIME CTPOMBI CIIM3UCTOM
000JIOUKH TOHKOHM KHUIITKK TUMQOLIUTAMU U Makpoda-
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JICHB), IPOU3BEIeHA KOPPEKLMS TUTIOBHUTA-

MHHO3a (pacTBOPbI )KHUPOPACTBOPUMBIX
BUTaMWUHOB M BUTAMHMHOB I'pymiiel B, npenapatsi do-
JIMEBOI KUCIIOTBI M KaJIbLsl), TaHbl pEKOMEHJalluH Ka-
CaTeJIbHO HU3KOKUPOBOH JUETBI.

[TaunenTka Obu1a BhINTMCAHA B YAOBICTBOPHUTEIb-
HOM COCTOSTHMHM Ha (hOHE MOJIOKUTENILHOM TUHAMUKH C
JIMarHO30M:

- BpOXK/IEHHas JUCTIIa3us TUMQaTriecKoi cucte-
MBI;

- nmepBUYHAas JTUMQaHrUIKTa3usl KUIeyHuKa (00-
Je3Hb Banbamanna);

- anyaszust TuM@paTuyeckux cocyaoB 00enX HHK-
HUX KOHEUHOCTEM;

- epBUYHast TuMdeaemMa HIKHUX KoHedHocTel [1—
[l crenenu; cocTosiHUE TOCTIe HAJIOKEHHUS JIMM(OHO-
JIOBEHO3HOT'0 aHACTOMO3a B JIEBOM MaxOBOM 00J1aCTH;

- ONMMAeULIMTHOE COCTOSTHUE (TUMONIPOTEMHEMMUS,
TUM0aaIb0yMUHEMHUS], TUTIONOJIMBUTAMHHO3);

- BTOPUYHBII FUNIEPIIapaTUPE03;

- KUCTO3HO-(hMOPO3HAs MAaCTOMATHS;

- KMCTBI CHHYCOB 00€HX MoYeK.

Takum o6pa3oM, CTOJIb AJTUTETbHBIN TUArHOCTH-
YeCKHii IOUCK MPUBEJT B KOHEYHOM UTOTe K YCTaHOB-
JICHHIO HauOosee BepOSITHON MPUUYMHBI OTEYHOTO CHUH-
JpoMa M MoJiAepUUUTHOTO COCTOSTHHS Y JaHHOM ma-
LMEHTKU B BUJE MEPBUUYHOW JTUMPaHTUIKTA3UU
KullIeYHrKa — Oose3nu Banbamanna. Kpome toro, oco-
OEHHOCTBIO JAHHOTO KIIMHUUYECKOTO Cllydast sIBIIsieTCs
peaKoe codeTaHue MEepBUUHON TUMdeaeMbl COCYIOB
HUKHUX KOHEYHOCTEH, MOATBEPKAEHHOM M0 TaHHBIM
JTUMQPOCUMHTUTpadUK U TepBUYHON TUM(paHT UIKTa3Uu
KHUILIEYHHKA.

OO6pamniano Ha ceOsi BHUMaHUE HaJMuUe MHOXKE-
CTBEHHBIX KHCT pa3uuHOl okanu3auuu. Hanbomee
BEPOSTHO WX TOSIBIIEHHE CBS3aHO CO 3HAYMTENIbHBIM
pacurpeHreM JuM@paTuIeckrx COCyaoB U AalbHel-
UM (hOPMHUPOBAHHEM KUCTO3HBIX 00pa3oBaHuii. MHO-
JKECTBEHHOCTb MOBPEXKICHUH, Hanu4ure (GuOpo3oB B
KOJKE M CIIM3UCTBIX 000JI04KaX, BhIpaskeHHAs UHPHITb-
Tpauus Makpodaramu U TMMPOLUUTAMHU, TIepecTpoiKa
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Puc. 1. MpusHakn ocTporo numdocTasa npu GMoNCuUM TOHKON KUWKA. 1 — paCLUMPEHHbIE MOOCTU, 3aM0JIHEHHBIE XNOKOCTLIO;
2 — numdaTyeckmne Cocyabl C KUCTO3HbIM NMEPEpPOXaeHNEM 1 paCLUMPEHNEM KX NpoceeTa. BaH-M3oH, yB. x440.

Puc. 2. MpuaHaku xpoHnyeckoro numdocTtasa npu GUONCUmM TOHKOM KMLWKK. 1 — CKNepos CTPOMbI; 2 — BblpaxeHHas anddysHas
MHOUNbTpauua numdounTaMmm 1 Makpodaramu; 3 — paclimpeHHble TuMdaTieckne Cocyabl U NOJIOCTU, 3anOJIHEHHbIE XUAKO-
CTbl0. [eMaTOKCUNNH-O03WH, YB.
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TUMQAaTHUYECKUX COCYAOB CBUAETENBLCTBYIOT O XPO-
HUYECKOM TeUCHHH 3a00JIeBaHUs C YaCTbIMK 000CTpe-
HUsAMU. J[aHHBIE MOPQOIOrHYecKoro McciieIoBaHus
MOATBEPIKJAIOT JUTUTEIbHOE XPOHUYECKOE TeueHUe
00J1e3HH ¢ OTHOBPEMEHHO Tpe/ICTaBICHHBIMHU MPU3HA-
KaMH OCTPOTo MOBPEXACHUS JIMMPATUIECKUX COCY-
JI0B ¥ XPOHU3ALIMU NIPOLIECCa B €0 UCXOJE.

Tem He MeHee, B HacTosllee BpPeMsl OCTaETCs
HEsICHBIM 3THOJIOTHS U NTATOreHe3 JaHHOTo 3aboJieBa-
HHUSI.
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