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«KAMHUYECKUE MACKH» XPOHUUYECKOUW TTOYEYHOM HEAOCTATOUHOCTU
1 BO3MOJ>KHBIE OIIMBKN B TPAKTOBKE EE CUMIITOMOB V AETEN

Poccuiickuii 'ocypAapCTBEHHBIM MEAUIIMHCKUU yHHBepcuTeT, Mopososckas AKB, Mocksa

B craTthe mpeacTaBiieHBI Pe3yJIbTAaThl PETPOCIEKTHUBHOTO aHAJM3a ucTopuii 6oxe3nu 13 ngereii, roc-
IMUTAJIU3UPOBAHHBIX B MOpOSOBCKyIO AETCKYIO 60JIBHPII.ly MOCKBBI B CBA3M C PA3INYHBIMUA NMPOABJICHUA-
MU XPOHUYECKOIl moueuHoii HegoctarouHoctu (XITH). B 12 cayuasax npuunaoii XITH 6s1511 BpokaeHHbIE
¥ HACJIe[ICTBeHHbIE 3a00/IeBaHUA MOYEK, YACTO XapaKTePU3YIOIHeCcd CKYTHBIMU H3MEHEHUSIMHU B MOUe U
oTCyTCTBUEM MaHH(pecTHOro Hauaja. B 6onpmuHcTBe ciaydaeB (B 10 u3 13) omeHka coOCTOSHUSA 00JIbHBIX
¢ XIIH na mporocnurajbHOM 3tame ObLia HeagekBaTHOi. Cummnrombr XITH au6o He 3ameuaanch, Jambo
TPAKTOBAJHCH KAK MPOSIBJIEHNUS IPYyrux 3a0ojieBaHuil (AaHeMUs — Kak 3a0oJieBaHUE KPOBH, MOJTUYPHT —
Kagk CHMIITOM HeCcaXapHOro auafera, HEBPOJOTHYECKHE CHMIITOMBI, H3MEHEHUA CEPAEUHO-COCYTUCTOH
cucTeMbl U Jerkux npu tepmuaaiasHoit XIITH — kak camocroarensHnbie 3a0oaeBanus). HaubGomee Tunmuya-
HOW NPHYWHONH TMATHOCTHYECKUX OMIMOOK ObLIa OpMEHTAI[UsS Bpaudeil Mpeskae BCEro Ha M3MEHEHUST B
MoOUYe KakK IPH IOCTAHOBKE AMArHo3a He(pomaTnu, TaK U NPU JUHAMHYECKOM HAOJIIOTeHHU 3a O0OJbHBI-
MH, TOrIa Kak 0osiee MHGPOPMATUBHBIMHU ABJIAJINCH KOCBEHHbIE TaHHbIE (OTATOIEHHBIN ceMelHbIi aHaM-
He3 M0 He(pomaTUAM, MHOKECTBEHHbI€ CTUTMbI JU33MOPHUOreHe3a, apTepuaJbHasA TUIEPTEH3UI) U/UiIn
CHMIITOMBI KaHAJBIEBBIX AUCHYHKIIMIL.

Authors present the result of retrospective study of chronic renal failure (CRF) cases. Patients
were hospitalized in Morozovskaya children clinic because of CRF signs. 12 patients had congenital or
hereditary nephropathies, characterized by minimal changes in urine and by the absence of clear
manifestation. Estimation of patient’s clinical presentations before hospitalization was inadequate in
majority of cases (10\13). CRF signs either were not noted or were interpreted as signs of other
diseases (anemia — as hematologic pathology, poliuria — as a sign of diabetes incipidus; neurologic,
pulmonologic, cardio-vascular signs in cases with ESRD — as independent diseases). Orientation of
pediatricians on changes in urinalysis only both in moment of diagnosis and during follow up was the
main origin of diagnostic mistakes, whereas indirect signs (positive family history of renal pathology,
multiple minor malformations or arterial hypertension) and signs of tubular disorders are more

informative for early diagnosis.

XpoHnuecKasa moueyHasa HepoctaTouHocTh (XITH) —
9TO Heclenu(pUUeCKUN CUHIPOM, Pa3BUBaOIIUica Ipu
IIPOT'PECCUPOBAHUY CAMBIX PA3JIUYHBIX 3a00JI€BAHUIH TI0-
YeK BCJIEJICTBUE HEYKJOHHOTO CHU)KEHUA CIIOCOOHOCTHU
TOYEK BBIMOJIHATH roMeocTaTnueckue PyHKIuu. B Ha-
cTosIee BpeMd OJiarofapsa ycrexaM 3aMeCTUTeILHOM Te-
panuu 60JbHBIE ¢ TepMUHAJNLHOM cTtaaueit XITH moiry-
YUJIM BOSMOIKHOCTD ITPOJIJIEHU S JKUBHU U YIIYUIIIEHUA ee
KauectBa. OJHAKO ycIexX 3aMeCTUTEJIbHOI Tepamuu BO
MHOT'OM OIIpeZiesIsieTCsA TeM, HaCKOJIBKO CBOEBPEMEHHBIM
M aJeKBaTHBIM OBLIO JIeueH1e TaKuX mpoaBaeruii XITH,
KakK apTepuaJbHas T'UIIePTOHUSA, aHEMUS U OCTeOaTusd,
Ha gommanusHoit craguu [1, 2]. Kpome Toro, mpumeHe-
HUEe COBPEMEHHBIX METO0B He()POIIPOTEKIINY ITO3BOJISA-
€T OTCPOYUTH pa3dBuTue TepmuHaabHon XIITH. Pekomen-
mauy MHUITMATUBEI KauecTBa UCXO0I0B 00JIe3Hell TToUeK
(K/DOQI) moguepKuBaIoOT, UYTO AJISA OTHAJIEHUSI CPOKOB
HacrymieHusa TepMmuHanbHoit XITH kpaline BasKHO yce-
TEeNTHOE JieueHre HehponaTuy Ipy elre COXPaHHOM (PyH-
Kiuu nouek [1].

Yactora XITH B geTCKO¥ MOMTYJIAIINNA OTHOCUTEH-

HO HEeBeJINKA, U B METATIOJINICE C HACEJIEHUEM B HECKOJIb-
KO MUJIJIMOHOB UeJIOBEK B TeUeHNe I'ofla PerucTPUpPyeT-
cd MeHee IecsATKAa HOBBIX ciyuaeB TepMuHanbHoi XITH
y meteii [3]. ITosTomy Gosbuble ¢ XIIH B KIMHUYECKOI
IpakTHKe MeAVaTpa U JaKe cIenuaincTa-Hedposora,
3a MCKJIIOUEHNEM Bpauei 13 CIenaJIu3pPOBaHHbBIX TTEHT-
POB TIO 3aMeCTUTEJIHLHOIT ITOUYEeUHOM Tepalnu, BCTPEeUaroT-
cd HeyacTo. B cBA3U ¢ 3TUM aKTyaJbHOU ABJIAETCS 3a-
nada cBoeBpemMenHOl auarmoctuku XIIH, uro He Bcerga
JIeTKO 13-3a Hecnenu(pUIHOCTH U CKYAOCTH ee KJIWHU-
YyecKUX OpoABjeHuii. B GosbmuHcTBe coryuaeB XITH
MOJKHO BBISTBUTD TOJIBKO IIPU IeJIeHATIPaBIeHHOM Jabo-
paToOpHOM HCCJeNOBaHUU. PeryiaspHoe TMHAMUUYECKOE
obcJieroBaHME GOJTLHOTO ¢ He(DPOIIaTHEH TTO3BOJIAET IUa-
rHocTupoBaTh XIIH emre Ha pamHUX cTaguax. OgHAKO
HapyIIeHne MePUOSUYHOCTH TOLOOHBIX 006CIeIOBAHMUM
JIETKO IIPUBOJUT K OITMOKAM B TPAKTOBKE TeX MJIU MHBIX
cummtTomoB XITH.

Y mereit mpobiieMa CBOEBPEeMEHHOI NMAarHOCTUKU
XIIH saTpynaHeHa elfe M TEM, UTO BEAYIIEN ee IIPUUM-
Hoi (6osee 7T0% Bcex cayuaeB) SBIASIOTCS BPOXKIEHHBIE
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U HaCJEeACTBEHHBIE 3a00JIeBaHUA MOUYEK: OOCTPYKTUB-
HBIe ypomatuu, HeanddepeHIINPOBaHHLIE AMCIJIA3UN,
monukKucTos [3, 4]. T'momepyrouedpUT, ABIAIOITUNACS
BTOPOI1 ITo yacToTe OCHOBHOU npuunHoil XIITH, xapak-
Tepusyercd, KaKk IPaBUJIO, MAHU(ECTHHIM HAYaJIOM U
TOCTATOYHO APKOM KJIMHUUYECKON KapTUHOI, 00JIeTuato-
mieil IMarHoCTUKY. BOJIbHBIE C IPOTPECCUPYIOITUMU
BapraHTaMU IJIOMePYJIOHe(PUTA, AT KOTOPBIX XapaK-
TepHO pasBuTue XIITH elrfe B JeTCKOM BO3pacTe, B 00JIb-
IIUHCTBE CBOEM IIOJIYUAIOT aKTUBHYIO UMMYHOCYIIPEC-
CUBHYIO TEPATINIO U COCTOAT HOJ HAOIIOJAEHMEM CIIeI[1a-
JIN3VPOBAHHBIX He(POJIOTUYECKUX OTAEJEHU, U B TIO-
JOOHBIX CIydYasax paHHAS auarHocTuka XITH u mpaBuib-
Had TPAKTOBKA TEX WJIV WHBIX €€ MPOABJICHUHN He TIPes-
CTaBJIAIOT POBJIEMBI JJid Bpaua. Ho i BpOMKIeHHBIX
¥ HACJECTBEHHBIX He()POIIaTHil B GOJIBIITMHCTBE CIyda-
€B He XapaKTepHO MaHudecTHOe Hauaao. I3sMeHeHUA B
aHaJIM3aX MOYU B OTCYTCTBUU BTOPUUYHOTO HUEJIOHED-
puTa HepeIKO MUHUMAJbHBIE [5], B TO BpeMsa KaK B CO-
3HAHWY OOJIBIIIMHCTBA Bpauell Ts)KecTh He()pOIIaTHU ac-
COIIMMPYeTCA, TJIABHBIM 00pa3oM, C BBIPAKEHHOCTHIO
MOYEBOTO CUHAPOMA. ITO IPUBOAUT K TOMY, UTO MMEIO-
miaAcsa HedponaTusd Jubo He JUAarHOCTUPYeETC, 6o ee
TAMKECTh HEIOOIEHUBAETCS, a KINHUYECKUE TIPOsBJIIe-
Hud XITH TpakTyoTca KaK CUMITOMBI CAMBIX Pa3HO00-
pas3HBIX 3ab0JeBaHUl. B CBA3YM ¢ 3TMM HaM IPECTaBJIIA-
eTCs aKTyaJbHBIM KCCJIeIJOBAHIE BO3MOKHBIX OIINOOK
B TPAKTOBKe TeX WU UHBIX IpoaBienuit XIIH y nereit
HaA OCHOBE PETPOCIEKTUBHOTO aHAJN3a NCTOPUI 60Jies-
HU JleTel, ToCIUTaIn3upoBanHbIX B Mopo3osckyio [IKB
MockBrI B pa3InuHbIe TOHI.

Hawmu npoananusupoBano 13 ncropuii 60s1e3HU fe-
Teii (6 ZeBoUeK U 7 MAJIBUMKOB), TOCITUTAIN3UPOBAHHBIX
B MIKB B cBA3U ¢ pa3JnuyHbIMU TpoABIeHUAMY XITH
B ocHOBHOM 3a mepuoj ¢ 1993—2004 rr. (To ecTh B cpes-
HeM uyactora XIIH He mpesbimiansa 1—2 ciaydyas B TOx).
BospacT 60mbHBEIX OBLT OT 5 10 16 Jer. B Tom umcie
2 pebeHKa OBLIM AOIMIKOJBHUKAMU, 2 — MJIAAIINMU
mroabHUKamMu (9 u 10 Jser) u 9 meTeit — B Bo3pacTe OT
12 jet u crapire, To ecTh uactora XIIH Bo3pacrana
B cTaplleii Bo3pacTHO rpynmne. ToJbKO B OLZHOM ciIydae
y masnbunka 14 set npuunnoit XITH 6s110 mpuobpeTeH-
Hoe 3aboJieBanue (He(hpPUT IIPU reMOPParmyecKOM BacKy-
JauTe). ¥ BceX OCTAIBHBIX AeTel mprunHamu XITH 6s1tm
HacJeICTBEeHHbIE, T60 BposKIeHHbIe HepornaTuu (Hed-
poHodTns @anKoHu — 1, ayTOCOMHO-PEIIECCUBHAA TI0-
JIMKUCTO3HAA 60se3Hb — 1, pedurroKkc-HedpomaTuda —
2, aHaTOMUYEeCKVe aHOMaJIM OPTaHOB MOYEBOIl cHCTe-
MBI — 6). B 2 ciryuasix TOUHO yCTaHOBUTH XapaKTep He-
dpomatTuy GBLIO HEBOBMOYKHO, TaK Kak HedpomaTus
BIIEPBBIE TUATHOCTUPOBaHA yske Ha cranguu XITH n Y3U
BBIABJIAJIO HEOOJIBIITUX PA3MEPOB MMOUKY C IPU3HAKAMU
CMOPINUBAHUS 0e3 TPYyOBIX aHATOMUUECKUX aHOMAJIUH.

V¥ Bcex JeTeil 0TMeUueHO CTOMKOe HapyllleHne as0-
TOBBIIEIUTENIBHON (GYHKIMU IOYEK PA3JIUYHON CTele-
HU TsoKecTH. B 4 cryuadax orMeuasiach KOMIIEHCUPOBaH-
Hada craguda XIIH (xkpeatwuHuH cbiBOpoTKu oT 120 mo
250 MKMOJIB/JT), KOTJa M3 KINHUYECKUX IPOABICHUMN
XITH oTmeuasach TOJBKO HMOJUypus. ¥ 3 mereil mme-

Jack cyoxommeHcupoBaHHasg XIITH (KpeaTUHUH CBIBO-
porku 250—400 MKMOJIL/NT) 1 Yy 6 — JeKOMIIEHCUPO-
BaHHAas, B TOM YHCJE Y D UMeJ MECTO CMMIITOMOKOMII-
JeKc ypeMuu (OJUTOYPUA, UHTOKCUKAIIUS, OOBIIITKA U
HapPYIIIeHUA CO CTOPOHBI CEPIEYHO-COCYAUCTOM CHCTEMBI,
aHOpPEKCHA, TeMOpPParn4ecKuii CHHAPOM, YPEMUUYECKUE
aprputsl). I3 Hux onHa 60oabHaSA yMepia, u 4 pebeHKa
ObLIM TIepeBeZeHbl Ha remomuanaus. OOIMe CBeIeHUA
0 GOJILHBIX OTPaKeHbl B TAOIUIIE.

Takum 06pasom, 13 TaOJUIBI BUAHO, UTO B 5 cayua-
ax u3 13 guarmos He(pomaTuu BoBce He (GUTYPUPOBAJT
Kak HampaBiamoinuii. [Ipu aToMm y 4 u3 9TUX G0JbHBIX
(cnyuau 1—4) nguaruos HedpoHmaTUM BOOOIIE OBIJI IIO-
CTaBJIEH BIIEPBBLIE TOJIBKO IPU AAHHON TOCIIUTAIN3A-
UM, XOTS K TOMY MOMEHTY Y BCEX 3TUX AeTel yiKe nMe-
JIICHh OTYETJINBbIe KJIMHNUYECKNE CUMIITOMbBI IIOY€UHON
HeJOCTaTOUHOCTU, BILJIOTh O YPEMUU.

Ob6pairiaetr Ha ce0Aa BHUMAaHUE, YTO V 3 U3 3TUX Ie-
Tell TOBOAOM [AJSI TOCIUTAIM3AINU ObliIa aHeMusd, KO-
TOPYIO MOKHO PACIIeHUTH KaK XapaKTepPHYIO KJINHWYeC-
Kyio macky XIIH Ha cyOKOMIIEHCMPOBAHHOI CTaIWuU.
ITpuBoguMm uctopuio 6osesnu (cayuair 1).

Amnsa K., 6 ger, mocrynuna 8 MIKDB ¢ HanmpaBiaiommum
INarHO30M <«aHEeMUsd, PaXUTOIog00Hoe 3abomeBanue». CHu-
'KeHue remorsioonua 0 90—80 r/;n1 oTMeueHO B aHaJIM3aXx
KPOBU, HAuUWHAA C 4-JIeTHEr0 BO3pacra, HeCKOJIBKO pas Io-
Jiyudajia KypChI IPenaparoB Kejes3a, XOTs aHeMUs HOCUJIA
HOPMOXPOMHBIN XapakTep. B Teuenue nmocisiegHero roga Tak-
sKe obpaTmyi BHMMaHWe Ha X-00pasHymo nedopmamuio ro-
JieHe#, ¥ JIeBOUYKA HEOJHOKPATHO ObLIAa KOHCYJHTHDPOBAaHA
OPTOIIEIOM, OJHAKO MOAPOOHOE of6cieJoBaHNEe He OBLIO IIPO-
BeseHo. Panee quarnos HepomaTuu He CTABUJICH, (DYyHKIUA
OYeK HUKOTJAa He OIpejesanachk. IIpu peTpocneKTuBHOMN
OIleHKe aHAJM30B MOYU B aMOyJIaTOPHOI KapTe obpariiaj Ha
ce0s BHUMAHNE ITOCTOAHHO HUSKUI VIEeJbHBIA Bec Mouu (He
Beire 1010), omHAKO MOUYEBOI CHMHAPOM IIPAKTUYECKU OT-
CYTCTBOBAJI, 34 MCKJIOUEHNEM HEe3HAUNTEIbHONU IIPOTEHNHY-
puu (ue 6osee 0,06 r/1 B pasdoBeIix mpobax mouu). Ilpuum-
HOU MaHHOU TOCHHUTAJM3AIUU OBIIO O0OHAPY'KEHHOE IpPU
IUCIIaHCepHU3alluu CHUKeHue remorjobmua go 60 r/i.
IIpu ocmoTpe obparano Ha ce0sd BHUMAaHWE OTCTABAHUE Jie-
BOYKHN B (DM3MYECKOM PAa3BUTHUM, MHOMKECTBEHHBLIE CTUT'MBI
IU33MOpUOreHes3a, CePOBATO-KEJITHIN I[BET KOXKU, BaJIbryC-
Has nedopmanua HOr. OTMEUAINCh JKaKaa U Hoanypus (gu-
ypes 6osiee 1,5 ). Al 100/50 mm pr.ct. JIaGopaTopHOe 06-
cJIeJOBAHNE BBIABUJIO IOBLINIEHNE KPEATHHUHA CHIBOPOTKU
o 458 MKMOJIB/JI, CHUKEHUE KJIYOOUKOBOM (DuiIbTpanuu
mo 13 mur/MuH, CHUMKeHNEe KOHIEHTPAIMOHHON CIIOCOOHOCTH
nouek (yIeabHBIN Bec Mouu B mpobe SumuuIKoro 1001—
1014; HuKTYypuA), HEKOMIEHCUPOBAHHLIM MeTa0OIUMYECKUH
anmgos (pH 7,24; BE — 13 makB/a). OTMeuasach IPOTENHY-
pusa go 350 mMr/cyr; ocaZoK MOYM HOPMAJbHBIH. Busyasam-
3UPYIOIME WCCIENOBAHUA IOKA3aJu NPU3HAKYU He(PPOCK-
Jieposa (MaJIeHbKUE MMOYKM C HEPOBHLIMYM KOHTYDAMU ILIIOXO
nuddepeHIInpPoBaINCh OT OKPY KAIOINX TKaHeH) IIpPU OT-
CYTCTBUU I'PyOBIX aHATOMHUUYECKUX AHOMAJINIA UM IPU3HAKOB
pedurokcoB. Takum o6pasom, IpoBeLeHHOE 00CIe0OBaHME 1a-
BaJI0O OCHOBaHUE NUATHOCTUPOBATH ¥ 60JIbHOIT HenuddepeH-
UPOBAHHYIO JUCILIA3UIO IIOUEK, CYOKOMIEHCUPOBAHHYIO CTa-
nuio XITH, mposBiIeHUAMHU KOTOPOM OBLIN MOJUYPHUII,
aHemus, ocreonarus. HampasieHa B IEHTP IeMOJUaJIN3a
OKB Ne 13 nns mpoBefeHUs JeUeHUA IperapaTaMyu SpUTPO-
IMOTHHA U aKTUBHBIMU (popMaMu BuTamMuHa D.
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Tabruuya

O6mue ceemeHua o 0oabHbIX ¢ XITH

B Kpearunun JuarHos mpu HampaBJIeHUU
Nen/o| Ton 0o3pacT, CBIBOPOTKH, » MITKB Juarmos mocyie o0ciaeZoBaHUA
roAet MEMOJIb /JT 8 MJITKB

1 6 480 Anemusa. Paxuromnonoduoe Henuddepeunupopanuasa AUCILIA3USA

L 3aboJieBaHue nouek. XIITH, ocreonarus, aneMmus
AyTocomMHO-periecCuBHAS TOJUKUCTO3HAS
0. neiiko3? Anemus
2 " 6 330 0oJ1e3Hb, (pubpos nmeuenu. XITH, anemusa
Henuddepeunupopanuasa AUCILIA3USA
3 K 9 350 AHeMus HesACHOTO reHe3a
nouek. XITH, anemus
. HedporopTus ®Paukonu. Ypemus
4 M 15 760 Hecaxapubiit fmaber. ApTpur dporod P
(mepeBeieH Ha TeMOAMAJINS)
CuHIpOM KayIajbHOM perpeccuu,
5 K 14 1459 Muoxkapaur. PesmaTtusm? BTOPUYHBIN IHeT0HeQPHUT. ¥YpeMus
(TIepeBezieHa HA TeMOAMATINS)
KanunasporokcuyecKuit * .
T — yannmmpo'roxcnqecxnn Hedpur.

6 o 14 789 BIIOKAUECTBEHHAS APTEPH- pemus, 3JI0KaUeCTBeHHAA apTepUaIbHas
ATbHAS TUIEPTOHHS, PETHHO- runeproHus (IepeBefieH HA TeMOJUATIUI)
naTus

ITyseIipHO-T0XaHOUHBIN pedIIOKC cJieBa,
7 M 10 174 OcTpbuIil THUeIoHePPUT pedurrokc-HedponaTusa, BTOPUUHBIA
nuenonedpur, XIIH, nonuypusa
ITyseipHO-/I0XaHOUYHBIN pedJIIOKC CJieBa,
3/I0KauecTBeHHAS apTepuaIb- "
pediokc-He()ponaTusa, BTOPUUHBIN

8 M 13 121 Had runepronus (HedporeH-

9 nuenonedpur, XITH, 3noxauecTBeHHAA
HaA?), pETUHOIATUA
aprepuajbHas THUIEPTOHUSA

9 M 16 193 T'unporedpos enuHCTBEHHOMN Tor ke
nouku, nuejornedpur, XIITH
Cuugpom Apuzoabna—Kwuapw,
osuroppenusda. 'mapouedpos,

10 M 5 170 Merayperep. BTopuuHbIi Tot xe
nuejsoHedpur, obocTpeHue,
XIIH
Tanramob6macroma. I'mmonia-

11 K 13 793 o Tor ke (cMepThb Ha 2-€ CYTKH)

3Us IPaBOI ITOYKU, YPEMUS
T'uapouedpos. Bropuunsiii muenonedpur.
12 M 10 520 XITH. SuucuHIPOM XITH. Ypemuueckas OCTeOIIaTUS, TUIIO-
KaJbI[MeMUYECKUe CyAOpPOTH
T'maporkannKo3 eIMHCTBEHHOU TOYKH.
Bropuunsiii nuemaoneppur. XITH
13 - 12 958 T'punm. Maesmonnsa? XITH D op ’
ypeMus, OTeK JieTKuX (IepeBemeHa
Ha TeMOuaIn3)

B mamHOM Hab/IIOHeHUN MOYKHO OTMETUTH CJIEIYIO-
miue ocobenrocTu. IIpakTuueckn HOpMaJbHbBIE HA IPO-
TAYKEHNH JKU3HU aHAJIN3bI MOUM OBLIN IPUYMHON TOTO,
YTO HUKTO He CBA3BIBAJ MMEIOIIHEeCs CUMITOMEI ¢ 3a00-

JeBaHueM mouek. Ho mpu sToMm, HapAAy ¢ ameMuein u
KOCTHBIMY M3MEHEHUSAMHU, VY AEBOUKK OTMEUAaJIHCh Ta-
KIe CUMIITOMEI, KaK YKayK/Ja, [IOJUYPHUs, IIOCTOSHHO HI3-
KHUH yIeJbHBIN BeC MOUH, TO €CTh IPU3HAKY KaHaJblle-
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BBIX IUCHYHKIIUHA. ITU CUMOTOMBI HAPALY ¢ HATUYUEM
MHOKECTBEHHBIX CTUTM IN35MOPHUOTreHe3a MOTJIH ObI JaTh
OCHOBaHUe 3aTI003PUTH Y AeBOUKHU BPOKIEeHHYIO He(hpo-
maThio y:Ke Ha 6oJjiee pamHeM sTale, 0COOeHHO IIPU Ha-
JUYUY HOPMOXPOMHOI aHEMUU, pehpaKTEPHON K Jieue-
HUIO IIperapaTaMu »Kejie3a, UTO XapaKTePHO IJIs aHEMUN
mpu XITH [6].

ITomo6maa xapTuHa (OpPaKTHUYECKW HOPMAaJbHBIE
aHAJIM3BI MOYM ITPYU HAJIUYNY CUMIITOMOB KaHAJIbIEBBIX
nIuchyHKIIMIT) MMeJa MecTo U B ciaydaax 2, 3 u 4.
B cayuae 2 coueranue Ta:xkenoit anemuu (Hb 55 r/m) u
TenaToCIJeHOMEeTAJANN 3aCTaBUJIO 3aIOJ03PUTH y Je-
BOYKU 6 JIeT OCTPHINM JIefIK03; XOTA IPU STOM He Ha-
6JII0IaJIOCh YBeIUUeHU A TUMGOY3JI0B, INX0PaaKu, Te-
Mopparudeckoro cuuapoma. OgHaAKO cTalmoHapHOe
obciieoBaHME BBIIBUIIO Y PeOeHKA CYOKOMIIEHCUPOBAH-
"yt craauio XITH co cHuKeHMEeM a30TOBBIAEIUTE -
HOM 1 0COOEHHO KOHIIEHTPAITMOHHON QYHKIINY ITOUeK.
Busyanusupyromnire nccaeqoBaHUA TOKa3aal HAJIUYMe
MHOKECTBeHHbBIX 9XOHEeTATUBHBIX 00pa30BaHUM B IOU-
KaxX U mpusHaku ¢pubposa meueHu, YTO a0 OCHOBA-
HIe TUaTrHOCTUPOBATH ayTOCOMHO-PEIeCCUBHYIO ITOJIU-
KHCTO3HYIO 60Jie3Hb. B ciyuae 3, Kak u B caydae 1,
IeBOUYKa ¢ Heau(hepeHITMPOBAHHON AUCTLIA3UEH IOUEK
B TeUeHHe JOCTATOUHO AJIUTEJIbHOTO BpeMeHU HabJI0-
JaJjach IO IOBOAY aHEMUU, IIOoJydaJia JeueHue IIpe-
mapaTaMH JKeJjie3a B YCIOBUAX MOJUKJINHUKY U ObLIIa
HaIpaBJIeHA B TeMaTOJIOTIUYEeCKOe OTAeJIeHNe B CBA3U C
Hea(hheKTUBHOCTHIO Tepanuu. [lo rocnuTaiusanuu B
MIOKB medpomaTus He OblyIa 3aI0A03PEHA, XOTA MMe-
JUCh YKaA3aHUSA Ha OTATOMIEHHYIO HACJIEACTBEHHOCTD
(medponarusa u XIITH y crapmreit cecTps).

B ciyuae 4 mpuunHOLL IEPBOTO 00PAIIIEHNU K Bpady
OBLIN XaJI00BI Ha MOJIMYPUIO U JKAKIY, TPAKTyeMEbIE B
TeueHre HECKOJBbKUX JIET KaK IIPU3HAKU dHIOKPUHHOM
nartoJyioruu. IIpUBOAMM BBITTMCKY 13 UCTOPUM OOJIE3HU.

Basepuii 4., 15 set, mocrynun 8 MIIKB ¢ manpasiazo-
MM AUarfo3oM «apTPUT IIJIedeBOI'0 cycTaBa». DRaJIOﬁBI Ipu
IIOCTYIIJIEHUM Ha 6OJ'II/I U OrpaHUYEeHUEe I[BI/IJKeHI/Iﬁ B IIpaBOM
ILJIEYeBOM CyCTaBe, CJaboCTh, aHOPEKCUIO, TOIITHOTY, GOJIN B
HOraxX, IIOBTOPHBIE€ HOCOBBI€ KPOBOTEUYEHUI. HpI/I ocMmoTpe,
HaApsAy C U3MEHEeHWsMU B ILIeY4eBOM cycrase (6osu, medop-
Marnus), obpalanso Ha cebsi BHUMaHUE TAMKeaoe o0Iee co-
cTrosgHYe 0OJIBHOTO — Pe3Kas 0JIeHOCTh, OJBIIIKA, CEPO-IKeJI-
TBIN I[BET KOXKHU, aprepuanbHad runeprouus (150/100 mm
pr.ct.). Juypes 6b11 ymeHbmieH (MeHee 500 Ma B CyTKHU).
JlaGopaTopHoe uccjIemOBaHNe IIOKA3aJ0 HAJWYNEe a30TeMUU
(kpeaTUHUH CHIBOPOTKU 760 MKMOJB/JI), TAMKETION aHeMUu
(Hb 46 r/n), 1eKOMIIEHCUPOBAHHOTO METab0IUUYECKOT0 aIfu-
[03a, TUIIoOKaJmeMun (Kaauii 3,2 M9KB/JI), TO €CTh UMeJ Me-
CTO CUMITOMOKOMILIEKC ypemuu. Ilpu cOGope aHamHesa u
aHa/IM3e JAaHHBIX aMOyJIaTOPHON KapThl YCTAHOBJIEHO, YTO Y
pe0eHKa ¢ paHHEro BO3pacTa BO BCEX aHAJIM3aX MOUYMU Y/I€Jb-
HBIH Bec He nmogauMasicda Boime 1006, ¢ 6—7-1eTHEro Bo3pa-
cTa oTMevasiach HeboJbIasa nporenuypus (ue 6osee 0,1 r/mx)
IPY HOPMAJILHOM OCaJKe MOYM, HO AUATrHO3 3a00JI€BaHUS I10-
YyeK HUKOrga He craBujcA. B 12 jer obparuicsa K Bpauy
¢ sxajobamMu Ha ciabocThb, Kaxkay u moauyputo. Ilociae or-
PUIlATEILHOTO Pe3yJibTaTa 00C/IeZOBaHUA HA IJIIOKO3YPUIO
OBLJI IIOCTABJIEH AWATHO3 HecaxapHOro amabera M HasHAude-
HO JIeueHHne IIpermapaTaMid aHTHUAUYPETUYEeCKOI'O ropMoHa
(ALT). OTmeuenHoe Torga ke mosbimrerHne All no 140/90 mm

PT.CT. O0'BSICHEHUS He MOJIYUMJI0, (DYHKIUS [TOUYEK KCCJIENO0-
BaHa He Obli1a. B Teuenme 2,5 JeT mosrydast JeueHue mpemnapa-
ramu AJIT", moka He 6bL1 rocnuranusuposan B MIKB mpu
yxynureHun coctodnuA. CKyJIOCTh MOUEBOrO CHHAPOMA IPU
BBIPAKEHHOHN KapTUHe TYOYISPHBIX PACCTPOHUCTB, BO3PACT II0-
SIBJICHUSI TEPBBIX CUMIITOMOB ¥ BO3PACT PA3BUTUA TEPMU-
"HanbHOU XIIH, ManeHbKMI pasMep HMOUYEK IPU BU3YaJIU3U-
pymomux o0CJIeJOBaHUAX AAJU OCHOBAHUE 3AIOJ03DPUTH Y
majsbunka HedpoHodTrs PaHKOHYU, BIOCIEACTBUU IIOATBEP-
JKIeHHBIN npu Mopdosornueckom uccienosanuu. Ilocie ye-
TaHoBJeHUA auarHosa XIIH manbumk mepeBefieH Ha reMo-
muanus B KB Nel3.

B mamHOM cayuae TaK:ke oOpaiiiaeT Ha ce0s BHUMA-
HUEe TOT (PaKT, UTO IPH IIEPBOM OOpaIleHu¥W K Bpauy
y pebeHKa yKe MMeJ MEeCTO CUMIITOMOKOMILIEKC, XapaK-
TepHBIH Aa cyokoMneHcupoBanHoit XITH — monuypusa
U IIOJIUUIICUS, apTepruaJbHasaA TUIEePTeH3U A, OTHAKO 13-
MEHEHUA B MOU€e OCTABAJINCh MUHUMAJbHBIMY BIJIOTh 10
PasBUTUA YPEMUU, UTO, OUEBUIHO, U OBIIO IPUUUHOMN
IUArHOCTUYECKON OLINOKH.

¥ ogpHoii 60BHOM (caydail 5) IPOABIEHUSA YPeMUU
OBLIM paclieHeHbl KaK CUMIITOMBI 3a00JIeBaHUA Cepalia,
HeCMOTPA Ha YKal3aHle B aHaMHe3e Ha TaTOJIOTHUIO II0UEK.

Ompra B., 13 ner, mocrynuna 8 MIKB c :xanobamu Ha
OJBIIIKY, CJIab0CTh, apTPAJIIUU, AHOPEKCUIO, TOIIHOTY, HO-
COBbI€ KpOBOTeueHUs. JlaHHOE YXYIIIeHWEe COCTOSHUS pPas-
BUJIOCh B TeUeHHe IocjefHux 1—2 Hemeab Iocje IepeHe-
ceanoit OPBU; no sToro camMouyBCTBUE OBILIO OTHOCUTEJIHHO
ynoBiaerBoputrenbHbiM. Ha O9KI, caenanHol B MOJUKJINHU-
Ke, BBIABJICHBI BHIDAKEHHbIE U3MEHEHUSI B MUOKap/e, Paciie-
HEeHHbIEe KAaK CUMIITOMBI KapAWTA. YUYUTHIBAS CBSA3h K00
¢ OPBU u Hajauuue apTpajiruii, ObLJI 3alI0J03PEH PEBMATHU3M
C ABJIEHUSAMU KapAuTa ¥ NPUSHAKAMU CEPAEYHON HemoCcTa-
rouHocTu. IIpm TOM He OBLIO OOpPAIEHO BHUMAHUE HA JaH-
HbIe aHAMHE3a 0 TOM, UTO y peGeHKa ellle B pAaHHEeM BO3pacTe
OBLI [MATHOCTUPOBAH CUHIPOM KayJaJIbHON perpeccuu, rpy-
Oble aHATOMUYECKNE AHOMAJWUU OPraHOB MOUYEBON CHCTEMBI
u BTOpuYHLIN nuemoHeduT. Takke HUKaK He ObLIa 00BACHE-
Ha aprepuanbHasa runepreususa (130/80 mm pr.cT.). OgHaKO
obcjieoBaHYe B CTAIMOHADE BHISBUJIO Y IEBOUKU YMEHBIIIE-
HUE Auypes3a, Pe3KOe IOBBIIMIEeHVEe KPEeaTUHWHA CHIBOPOTKU
(1459 MKMOJB/J), ZEKOMIEHCUPOBAHHBIN MeTa00INYeCKUit
anupo3 (pH 7,048; BE — 26,9 M3KB/J1), TUIIOKAJIBIIUEMUIO
(MOHUBUPOBAHHBIN KaJabIluil chIBOPOTKU 0,64 Mmmosb/i). Ot-
Mmeuasguch onurypus, anemus (Hb 64 r/x), nporeunypus
(0,96 r/cyTKu) u JeHKOIUTYypUus (CILJIOIIEL BCe I10JIe 3PeHU).
Taxum 06pasom, y O0JIBHOM MMeJa MECTO TePMUHAIbLHAS CTa-
nusa XITH (uma 2-#1 neHb npeOGbIBaHUA B CTAllMOHApe IIepeBe-
nera B [IKB Ntl3 Ha remommuanus), a M3MEHEHUS CO CTOPO-
HBI CePJ€YHO-COCY/JUCTOH CUCTEMBI U OJBIIIKA O0BACHIINCH
MeTa0OJNYeCKUMY HAPYLIEHUAMU U TUIEePrupaTamnuei.

B 3 cayuasax (cayuau 6—8) B HampaBiaeHUU QUry-
pupoBaJs AuarHo3 3a0oJeBaHUA MOYEK, OOJHAKO HAaJU-
yne y 6ombHOT0 XITH ABMIOCH HEOKUAAHHOCTHIO IS
Bpaueil, 4TO TOBOPUT O HEIIPABUJILHOM OIleHKE MMeIO-
metica maToJsiorum 60 0 HeageKBaTHOM KOHTPOJIE 3a
OOJILHBIM Ha JOTOCIUTAJIBHOM dTale. ITO BUAHO He TOJIhb-
Ko Ha mpumepe caydaa 6, xorma XIIH y manbumka, B
TeueHue 4 JIeT CTpaJaBIIero reMopparnyecKuM BacKy-
JUTOM C TIOpaKeHueM IoueK, ObLja TMarHOCTHPOBaHA
BIIEPBBIE TOJIBKO HA CTaauU ypeMuu. B mamHoM HabJII0-
IeHUU HENOCPEACTBEHHOM MPUYNHON TOCIUTAJIN3AIUN
B MIIKB Oblia Ts:xenas apTepuaibHas TUIEPTEH3UA
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(200/110 MM pT.CcT.), BOepBbIe BBLIABJIEHHAA TOJBKO
B IeHb TOCIIUTAJIN3AIINY IIPU 00pAIlleHN Y K Bpauy C JKa-
Jo6aMu Ha TOJIOBHBIE 00JIM 11 HapyIlleHne speHusd. B ciy-
yaAgx 7 U 8, XOTA MOBLINIeHNE KPeaTHHUHA OBLIO erre
HE3HAYUTEJbHBIM, TAK/KE MOYKHO I'OBOPUTH O ITO3THEH
muaraoctuke XITH 1 o HeageKBaTHOM OITeHKE NMEIOIIIX -
cA CUMIOTOMOB. IIpy 5TOM TPUUYMHOM TOMOOHOM HEmO-
OIIEHKU THAMKECTU COCTOAHUSA TaKyKe, KaK U B clydadax
1—4, mocay:kuia oOpueHTaIllud Bpadell TOJIbKO Ha 13-
MEHEHUA B MoUe.

Tenmaguii Y., 10 jer, HampaBJieH B CTAaI[MOHAD C JKAaJIO-
GaMu Ha auxopaaky a0 39°C, a1y, JU3YPUIO, OOJU B IIO-
SICHUIIE, B aHAJIN3e MOUM — JIEMKOIUTYPUSI CILJIOIIb BCE IIOJIe
3penus. JlaHHBIE CUMNOTOMBI OBLIN PACIEHEHBI KaK OCTPBII
nueaoHe()PUT, HECMOTPA HA TO, UTO B ellle B 4-MeCAYHOM
BO3pacTe y pe0eHKa ObLI JUArHOCTHPOBAH JIEBOCTOPOHHUIM ITy-
3pIpHO-JIoXaHouHbIl peduaokce (IIJIP). ArntupedoxkcHas
omepanua He Obla HIPOBeJeHA M3-3a OTKAa3a POLUTEJNE.
B panbHeieM KOHTPOJb 38 PEGEHKOM OIDAHUYUBAJICSA WC-
cJieJOBaHMEM aHaJn30B MOuM. Tak KaKk W3MEHEHUsS B MOYE
OTCYTCTBOBAJIN, JIEYEHUS He IMPOBOAUJIOCH M PEHTTEHOJIOIHU-
YecKoe MCCJIeNOBaHME He IOBTOPAJIOCH. B TeueHme mocien-
HEro rojia MOABUJINCH KaJI00BI Ha MKAMKIY, TOJNYPHUIO U OLICT-
PYIO YTOMJISIEMOCTb, KOTOPbIE BPAUOM HWKAK HE TPAKTOBa-
nuck. Ilpu HacToAlel rocuuTaansanumn y pebeHKa BBIABJIE-
HO TIOBBIIIIEHNE KPeaTHHWHA ChIBOPOTKU A0 164 MKMOJb/JI,
CHMKeHUe KJIYyO0uKoBOH (uabTpanuu 10 40 Mja/MuH, CTOH-
KO CHMIKEeHHAsd KOHIIEHTPAIMOHHAA CIIOCOOHOCTH IOUYEK
(yoensHbI Bec B mpobe SumHUIKOro 1004—1010 u HUKTY-
pus). ¥Y3-goumiaeporpadusa MOUYeK HMOKAa3aja 3HAUYUTEJIHHOE
obeHEHNE COCYAUCTOTO PUCYHKA, OCOOEHHO CIIpaBa, IIUCTO-
rpadua — Haauume npaBoctoporHero IIJIP III crenenu, uro
M03BOJIMJIO IIOCTABUTHh MAJIbUMKY AUATHO3 PedJrioKc-Hedpo-
aTuy, OCJIOKHEHHON BTOPUYHBLIM nuenoHebputroMm u XITH
B KOMIICHCHPOBAHHON CTAJNN.

ITaBen B., 13 ser, ob6paTujicsa K OKYJIHUCTY C JKajiodamMu
Ha CHIXKeHUe 3peHusda. TaKk KaK ObLIN BBHISABJIEHBI I'PyObIe 13-
MeHeHUA Ha IJIa3HOM JHEe, TO BIEpPBBIE ObLIO m3MepeHo Al
¥ KOHCTATUPOBAHA THAMKEeJIasd apTepuajbHAs TUIEPTOHUS
(200/120 MM pT.CT.), B CBSABU C YeM ObLI MOCIUTAIU3UPOBAH
B MIIKB. 13 anamHue3a mM3BECTHO, UTO B 9 JIeT 0TMEUATIOCH
IHEBHOE W HOUHOE HeJaep:KaHue MOYU, JeHKouuTypusd, ¥ 31U
MOYeK BBISBUJIO MUEJO0IKTA3UI0 cjeBa. MalbuuKy ObLI I10-
CTaBJIeH AUArHO3 WH(EKIMN MOYEBBIX IIyTeHd U IPOBELEeH
KypC aHTHOAKTEPUAJIBHON Tepalnu, IMOCJe Yero aHaJIU3EI
MOYM HOPMAJIN30BAJINCH. PEHTIeHOJIOTNYECKOEe NCCIeI0OBAHNE
OPraHOB MOYEBOH CHCTEeMBI He ObLIO mpoeemeHo. Ha mpoTs-
sKeHnH 4 JIeT KOHTPOJIb OrPAHNYUBAJICS PEryJIAPHON IPOBep-
KOU aHaJIM30B MOYM, KOTOPBIE OCTABAJINCH HEM3MEHEHHBIMU.
®yurnus nouex u Al He KouTpoIMpoBasuch. IIpu moctym-
neanu B MIIKDB obpamianu Ha cebsa BHUMaHUe OTCTaBaHUE B
¢usuueckom pasButuu (pocT coorBercTBOBasm 11 romam),
JKaJIO0BI HA KKy U IMOJINYPHUI0. BEIABIEHO ITOBBIIIIEHNE KPe-
aTUHUHA CBIBOPOTKHU A0 125 MKMOJb/JI, CHU)KEHUE KJIy0ou-
KOBOI (pmiabTpanuu g0 50 MJI/MUH, 3HAUUTEJIbHOE CHUKE-
HUe KOHIIEHTPAIIMOHHOM CIIOCOOHOCTU IoUeK (yIeJbHBIN Bec
B mpo6e 3umuuiikoro 1000—1010, moauypus go 1,8 i B cyT-
KU, HUKTypus). PeHTIreHOJOTNYeCKOe HCCJIefOBaHMe IIOKa-
3ajyio Haysmuue JieBoctoporHHero ILJIP III crenmenu u ¢opmu-
poBaHue pedUiroKc-He(ppoIaTuu.

B oboux cayuasx obpailiaeT Ha ce0d BHUMAaHUE TO,
YTO HA NPOTSKEHUU IJIUTEJIHHOTO BPeMEHUW CTaBUJICA
3HAK paBEeHCTBA MEKIY OTCYTCTBUEM Yy OOJBHBIX JEMKO-
IUTYPUH U TporpeccupoBanua HeppornaTtuu. He orenu-

BaJIOCh HAJIMUYMeE TaKUX IIPOCTO BBIABISAEMBIX CUMIITOMOB
CHIKeHUs (YHKITUY IT0UeK, Kak moBbiteHre AJl u Hapy-
IIeHre KOHIIEHTPAI[MOHHOM CIIOCOOHOCTH ITOUeK, XOT B
000UX CIayUasiX OTMEUAINCEH JKAJTOOBI HA JKAMKIY U TTOJIH-
ypHulIo, a B caydae 8 — TaKiKe U 3KaJ00bI, 00yCIOBIEHHBIE
noseirienreM AJl (TosioBHBIE 60M, HAPYIIIeHNE 3PeHUA).

B 5 cayuaax u3 13 o Haauuum y GoabHOrO XITH
OBLIO0 M3BECTHO elrie Ao moctymiaenusa B MIKB. V 2 us
aTuX 00abHBIX (cayuan 9 u 10) HapyIieHue a30TOBBIE-
JUTEeIbHON (GQYHKIIUU ITOUEeK OBLJIO eIlle He3HAUUTEeb-
HBIM, ¥ AeTu OLLIM HAIpPaBJEHbI JJs ILJIAHOBOTO Jie-
YeHUsA OCHOBHOTO 3a00JI€BaHMUA, a He B CBA3U C JEKOM-
nercanuei XITH. B ciyuae 11 pe6eHOK ObLT rocouTa-
JV3UPOBAH B TEpPAIIEBTUUYECKOE OTAeJeHe B TEPMUHAIIb-
HOM COCTOAHUM, TaK KaK 3aMeCTUTeJbHAadA Tepanud
y 60JbHOI ¢ HeomrepabeIbHO 3JI0KaUeCTBEHHOM OIyXo-
Jbi0 Oblna GecmepcmexkTuBHA. OZHAKO 3aCTYsKUBAIOT
BHuUMaHUe cayuau 12 u 13, Korga JeTu COCTOSIU IIOJ
HaOJIoAeHNEeM CIeIaIu3uPOBAHHBIX HE(DPOJIOTHUIECKUX
LeHTPOB, ogHako cuMmnToMbl XITH npu yxyzaieHnu co-
CTOAHUSA OBLIY pacIleHeHbl BpauaMU «CKOPOM TTOMOIITH »
Kak IprcoequHeHe BTOPOro 3aboaeBaHuA Ha (DOHE OC-
HOBHOM IIaTOJIOTHU.

Buranuii E., 10 ser, ¢ 3-1eTHero Bospacra HabI0gaICA
B HUU neguarpuu PAMH B cBs3u ¢ BPOXKAEHHOM T'MIIONLIA-
3uell MOYeK, ruApoHedpPO30M, XPOHUUECKUM MuesoHedpu-
rom. C 8 jleT OTMEUEHO MOCTENeHHOe HAapacTaHWe KpPeaTuHU-
Ha CHIBOPOTKU. IIpUUYMHON HACTOAIIEH IOCIUTAIUIALUAN
TIOCIY KUY $KaJ00bl Ha pe3Kue GOJIM B HOTaX W TOHUYECKUE
CYZOPOTY B MBIIIIIAX HOr. ['OCIMTANIN3UPOBAH B HEBPOJIOTHU-
yeckue orgenenue MIKB ¢ gumarHosoM «9IUCUHAPOM.
XIIH». HeBpoJioruueckoe o0caemoBanmne JaHHBIX 3a 3a00Jie-
BaHVe HEPBHOM CUCTEMBI He BBIABUJIO, HO OTMEUEHO ITOBHIIIIe-
HUe KpeaTWHWHA CHIBOPOTKU A0 520 MKMOJb/JI, TUIOKAJIb-
nueMusi, TeKOMIIEHCUPOBAHHBINA alU/03, TMIIOHATPUEMUS
(130 maxB/a) m runoxkaauemus (3,9 MaKB/y1). BolaBieHHbIE
M3MEHEHUSI MO3BOJININ OOBACHUTHL BOSHUKHOBEHUE CYAOPOT
UMEOIUMHUCS 9JIeKTPOJUTHLIMU paccTpoiicTBamu. Kpowme
TOr0, PEHTTEHOJIOTNYECKOe VCCJIeJ0BaHMe MMOKAa3aJI0 Pe3KUil
ocTeornopos, xedopMaIuio TPYGUATEIX KOCTEH U IepejioM Ko-
creil MPaBoOi TOJIEHU, YTO MMO3BOJIMIIO OOBACHUTD KAJIOOBI HA
0o B HOTaX HAJIWYMEM ypeMuuyecKoi octeomatuu. Ilocie
yCTaHOBJIEHNA AUAarHosa JAeKommneHcupoBaunHoit XITH (mo-
JuypuJyecKasi cTajus) ObLI ImepeBeieH B He(pPOIormyecKoe
oraenennu HUU nepmarpuu PAMH.

Enena C., 12 jer, ¢ paHHero Bo3pacra Ha0JI0gaIach B
HUWN yposiornu ¢ 1marHo30M I'UJpOKaJINKO3a eJUHCTBEHHOMN
mouKu, BropuuHOoro nuesoHedpura, XITH. CamouyBcTBUE
UINTEJIbHOE BPEMS OCTaBaJIOCh YAOBJIETBOPUTEILHBIM, OJHA-
KO 32 HECKOJIbKO JHEH O MOCIUTAIU3AINY DPE3KO YXYAIIN-
sock mociue nmepeHecernoit OPBH. Iloctynumia c :xkamnobamu
Ha OABIMKY 10 60 B MUH, TOIIHOTY, aHOpeKcuo. HampasJs-
omuit guaruos: «I'punm. ITueBsmonusa? XIIH». Penrreno-
rpadus rpyJHON KJIETKYU He BBISBUJIA OUATOBBIX U MHMUJILT-
PATUBHBIX U3MEHEHUN B JIETKUX, YTO JAJI0 OCHOBAHUE OTBEP-
THYTH AWATHO3 ITHeBMOHUH. ¥ OOJBLHON OTMEYaJuch pesKas
OnepHocTh, Abxanue Kyccmayisi, cHuKeHue aumypesa (Mme-
Hee 400 mu B cTyKu). KpeaTMHUH CHIBOPOTKY MOBBIIIEH IO
958 MKMOJIB/JI, Kajauil ceIBOPOTKU 6,2 MdKB/Ja, pH KpoBum
7,01. Takum 06pa3oM, OABIIIIKA O0BICHAIACH HATUUUEM Je-
KOMIIEHCHPOBAHHOI'0 MeTab0JINUECKOro au03a u OTeKa Jier-
Kux us-za onurypun. Ha 2-e cyTKu JeBOUYKa mepeBejeHa Ha
remoxuanu3 B8 HUUW yposoruu.
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Takum 00pasom, aHaJIN3 UCTOPHUiT 6OIe3HU TOKAa3aJ,
uTo B 60sbITHCTBE caydaeB (10 us 13) omenka cocros-
HUa 6oabHOTO ¢ XITH Onlna HeamexBaTHOM. IIposaBie-
Husa XITH aubo He 3ameuananch (Ha KOMIIEHCUPOBAaHHOM
cTagum), INO0 TPAKTOBAJINCH KaK CUMIITOMBI APYTUX 3a-
6osnepanuii. IIpu sTOM Ha CyOKOMIEHCUPOBAHHOM CTa-
INY BHUMAaHMe Bpaua uallle BCero IpuBJeKaaa aHeMus,
paclieHeHHad KaK 3a0oJieBaHUEe KPOBU, PeiKe — IIOJIU-
ypud, paciieHeHHas KaK SHIOKPUHHOe 3a0ojeBaHUe.
Bo Bcex cayuadax IOZ00HOM OMIMOOUYHON AUATHOCTUKHI
y OOJBHBIX BIIOCJIEICTBUU OBIIM BBLISABJIEHBI HACJIE-
CTBEHHBIE UJIU BPOKIeHHbIe 3a00JI€BaHUA ITOYEK, OTJIN-
YUTEJIbHOM UepTOi KOTOPHIX OBLI OUeHb CKYAHBIN MOoUe-
BOU CUHIIPOM.

B Tex cayuaax, Korja IPUUYUHON SKCTPEHHOI roc-
OUTaJIU3aIy ObLiIa TAMKeIasd apTepuaabHasd TUIepTeH-
3UfA, 3TOT CUMIITOM OOBIYHO CPa3y CBA3BIBAJICA C 3a-
6oseBaHueM mouek. OgHAaKO B 060MX CAyUasdx Ha AOTOC-
OUTAJIHLHOM 9Talle HeJOOIeHNBAIACh POJIb KOHTPOJIA 34
A]l xak noxazaTesd GYHKIIMOHAIHHOTO COCTOSIHUS I10-
YeK, TaK KaK aHaJIn3 aMOyJIaTOPHBIX KapT B 060X CIIY-
yasgx MoKasas, uTo AJl KOHTPOJIMPOBAJIOCH KpaiiHe pef-
KO ¥ HEPeryJApHO, a NMPU BLIABJICHUU T'UIIEPTOHUN He
Ob1JIa 3aTI0TO3peHa BO3MOMKHOCTD pasBuTud XITH.

ObpaitaeT Ha ceba BHUMAaHUE TOT (paKT, UTO JarKe
IpU HAJUUYNY aHAMHECTUUEeCKUX YKa3aHU Ha IaToJIo-
THIO TIOYEeK 1, 60Jiee TOTO0, HA HaJIUYKe IIOUeUHOH Hemo-
CTaTOYHOCTU, CUMIITOMBI AeKoMIleHcupoBanHou XITH
B 3 ciayuaax us 4 pacieHUBaJINCh IPU IIEPBUYHOM OC-
MOTpe KaK IMPOSABJIeHUs Apyroro saboseBanus. Ilpu
9TOM «KJIMHUYECKUMU MacKaMMu» JTeKOMIIeHCUPOBAHHOM
craguu XITH Oblnu 3a60sieBaHUS JIETKUX UJIU CePhey-
HO-COCYIUCTOM CHUCTEMBI, HEBPOJIOTUYECKIE 1 PeBMAaTH-
yecKue 3a00JieBaHUA. JTO TOBOPUT O TOM, UTO BpadyaM -
HecIeInaJCcTaM MaJio M3BECTHBI BO3MOKHBIE KJIMHI-
YyecKue MPOABJICHUS TMOYEUHOI HeqocTaTouHocTH. Kpo-
Me TOr'0, OTJINUYHNTEILHOM 0COOEHHOCTBIO BCEX STUX 00JIb-
HBIX OBIJIO AJUTEJIbHOE COXPaHEeH’e OTHOCUTEILHO

HOPMAJIBHOT'0 CAMOYYBCTBHA, HECMOTPS Ha BHIPAYKEHHBIE
MeTaboIMUYeCKHe HapyIleHus. JTO HEeCOOTBETCTBUE
CYy0'beKTUBHBIX ¥ O0BEKTUBHBIX JAHHBIX OUEeHb XapakK-
TEPHO IJIA TocTenIeHHO pasBuBarolieiicsa XITH mpu Bposx-
JEeHHBIX 1 HACJeICTBEHHBIX HeppomaTuax. B momo0HbIxX
cJayJYasix BpauaMM He YUYNTHLIBAJIACh BOBMOXKHOCTE OBICT-
POTO U PEe3KOT0 YXYAIIEeHUsS COCTOSHUSI, OCOOEHHO Ha
(hoHe MHTEPKYPPEHTHBIX 3a60JIeBaHUM, UTO U IIPUBOIH-
JIO K TOMY, YTO CUMIITOMBI IeKOMIIEHCAIIY PaCIleHnBAa-
JIUCH KaK IPUCOeINHEeHNe BTOPOTO 3a00JieBaHU.

Takum 06pa3oM, y JeTeli ¢ BpOsKIeHHBIMY 1 HacCIe-
CTBEHHBLIMU 3200/ I€BAHUAMHU TIOUYEK HCCIeIOBaHIe aHa-
JIM30B MOYM He UTPaeT OOJIBIION POJI B CBOEBPEMEHHOI
IUATrHOCTUEKeE 3a00/eBaHusa gaske Ha craguu XIIH. Bo-
Jlee BHAUMMBIMHM MOTYT OKa3aThCsI KOCBEHHBIE TaHHBIE
(OTATOIEHHBIN ceMeNHbIN aHaMHe3, OTCTaBaHue B (u-
3UUYECKOM PA3BUTUU W MHOKECTBEHHBIE CTUTMBI TH3-
sMOpuoreHesa), a TaKyKe CUMIITOMBI HapYIIeHUS Ka-
HaJNBIEBBIX (QPYHKIUI (TOMUYypHUA, COIMIPOBOKIaeMasd
TMOJTUAUTICHEH, TIOCTOAHHO HUSKUH YIETbHBIN BeC MOUM).
BrigBieHMe y pebeHKa 3TUX CUMIITOMOB, OCOOEHHO B
coueTaHUU C aHEeMUel, KOCTHBIMU M3MEeHEeHUSIMU, II0-
BeitiieHneM AJl, o0s3aTeIbHO TpedyeT MCCIeTOBaHUA
(OYHKIIUY TOUYeK W IPOBEeAeHUI BU3YATN3UPYIOIINX 00-
cJIeqoBaHII OPTaHOB MOUEBOi cucTeMbl. CucTreMaTuuec-
Koe ompefiesieHIe KOHIIEHTPAIMOHHOM CIIOCOOHOCTH II0-
YeK, a TaKiKe PEeryJaapHBIA KOHTPoab AJl MOTyT GBITH
uHQOpPMaTUBHEEe aHAJIM30B MOYM TaK:Ke U IIPU JUCTIAH-
CepHOM HaOJII0IeHNH 34 TTOJOOHBIMY 6OJTBHBIMU.

Hawm mpeacraBiasieTca TaksKe, YTO B TeX CIydadx,
ecau y 00JIbHOTO AMaTrHOCTHUPOBaHA CY0- MU JeKOMIIeH-
cupoBanHasa XIIH, cnenuanucty-HedpoJiory HeoOXOmu-
MO WMHGOPMUPOBATH OOJIBHOTO U €T0 POAUTEJIEH, a TaK-
JKe Bpauei 00I1ero mpoduasa o BepOATHOCTU OBICTPO
JeKoMIeHcalluy Ha (poHe MHTePKYPPEHTHHIX 3a00JIeBa-
HUI, ¥ 0 PA3HO00Pa3uU KINHUYECKUX ITPOABICHUAX II0-
IOOHO MeKOMIIeHCAIINY, YTO OyAeT CIIOcOOCTBOBATH 00-
Jiee aIeKBaTHOM OIleHKE COCTOSHUS OOJIBLHOTO.
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