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ITenp HacTOAIIEH PAaGOTHI — JaTh XapaKTEPUCTUKY 00JbHBIM ¢ Hedporuueckum cuaapomom (HC), mocty-
IaBIINM B HECIIEIIAJIN3NPOBAHHBIE TePalleBTUUYECKHE OTIeJieHU I MOopP0O30BCKO KINHNYECKON OOJIbHUIIBI
B 2002—2012 rr. ¥ BBIIEJINTH CPEIH HUX KAaTerOPUM, Tpedyrouue yriry0JIeHHOTO 00CIeJOBAHUSA B CIIeIjua-
Ju3upoBaHHBIX HeHTpax. U3 71 6oasHoro ¢ HC, mocrynasmmx B 2002—2012 rr. B Hecrennajan3upoBaH-
aeie otnenenus MAKB, 6oasmuncTBo (61) coctaBuau aetu ¢ ropmonouyBcrButeabHbiM HC (I'THC) Ges
ropMoHoO3aBucMOCTH. B KauecTBe GOJBHBIX, TPEOYIOIMX MAKCHUMAJIbHO PAHHEr0 HANPABJICHUS B CIEIH-
aJIM3MPOBAHHBIE IIEHTPHI, BhIIEJIEHBI cieayioiue kateropun: 1) 6oapabie ¢ nHpanTuabapiM HC, KoTo-
PHIM HesKeJaTeJbHO Ha3HaueHue riarkokopTurocrepounos (I'KC) no npoBexenns Mop@do6MONTHYECKOTO
uccjaexoBaHus; 2) 6oabHbIe, He oTBeTuBIINe Ha Tepanuio 'KC B mediore 3a6oxeBanus; 3) 1eTH ¢ paHHUM
pemumusom 'THC (<2 menens mocae ormenbl I'KC). ¥ mocaenuei kaTeropuu 60JbHBIX HEOOXOTMMO MAK-
CHMAaJIbHO PAHO CTABUTH BOIIPOC 0 KOPPEKIMH MOAAEePKUBAIONICH Tepanmu, YTO05I N30€KaTh JIUTEeIHHOTO
npuema mausix 103 I'KC.

Knioueevie cnosa: negppomuneckuil cundpom, demu, unpanmunvrotiic HC, zopmonopesucmenmnuuiii HC,
2zopmonosasucumvlii HC, earoxoxopmurocmepoudbt.

Objective: to characterize different types of patients with nephrotic syndrome (NS) hospitalized into
non-special units of Moscow Morozov children hospital in 2002—2012 and select categories of patients
need in detail examination in special nephrological centers. Majority of children with NS, hospitalized
in non-special units in 2002—-2012 (61/71) were patients with steroid- sensitive NS (SSNS) without
steroid dependence. Next categories of NS patients were selected as need in maximal early hospital-
ization in special centers: 1) patients with infantile NS, when steroid therapy before kidney biopsy is
contraindicated; 2) children without response on initial steroid course; 3) patients with early relapse of
SSNS (<2 weeks after steroids withdrawal). The last category of NS patients needs in early revision of
maintenance therapy in order to avoid long-term courses of low doses of corticosteroids.

Key words: nephrotic syndrome, children, infantile NS, steroid-resistant NS, steroid-depended NS, gluco-
corticosteroids.

Hedpporuueckuit cuuagpom (HC) y mereir mpo- ITeguatpoB Poccuu [1]. BmecTe ¢ TeM aKTyaJabHOCTH

IOJIJKAaeT OCTaBaThbCA AaKTyaJbHOM KJIWHUYECKON
mpobJsieMoii, HeCMOTPA HA TO, UTO JUATHOCTUUYECKUE
kpurepuu HC ueTKO ompeneneHbl, TOAXOAHI K Jieue-
HUIO pas3ianuHbIX Hedponatuii ¢ HC npoBepeHbr MHO-
ToJIeTHEU KJIWHUYECKOU NMPaKTUKON U HEOJTHOKpPAT-
HO OMyOJMKOBAHBLI B PA3JUUYHBIX PYKOBOJACTBAaX, B
ToMm uncie B Kiaunuueckux Pexomenpanusax Corosa

Konmaxmnas ungopmayusn:

upobsembl HC ompezensgeTca TeM, UTO B €0 OCHOBE
MOT'YT JIe}KaTh caMble Pas3jiMuYHble HepolaTuu, Tpe-
oyromue guddhepeHIITPOBAHHOTO ITOX0/1a K BeIEeHUIO
Takux 60abHBIX [2]. Kpome Toro, omacuHoctu HC He
HCUEePIBIBAIOTCA BO3MOXKHOCTHIO IIPOT'PECCUPOBAHUA
He(pomaTUU 0 TEPMUHAJIHLHON XPOHUYECKOUN IToYey-
HOM HemoctaTtouHoctu (XIIH), HO cBA3aHBI ¢ 0OJb-
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mioit morepeii 6eska. Beaenctsue sToro mporaos HC
npaxkTuuyecku Ha 100% ompenensierca sppeKTUBHOC-
ThI0O MJIX HeI(p(HeKTUBHOCTHI0O UMMYHOCYIIPECCUBHOMI
Tepanuu, U N0 Hauajga IPUMEHEeHU TITIOKOKOPTUKO-
unoB (I'KC) meranbuocTs mpu HC 6b1s1a upesBuIuaitHo
BbIcOKA [3, 4]. OqHaKO UMMYHOCYIIpECCUBHAA Tepa-
nusa ('KC usoaupoBaHHO WM B COUETAHUU C AJIKU-
JIUPYIONIUMU [IUTOCTATUKAMU, UHTUOUTOPAMU KaJIb-
ImUHENpUHA), B CBOIO Ouepelb, CBA3aHA C BBICOKUM
PUCKOM ITOOOYHBIX 9(P(HEKTOB, 0OCOOEHHO IIPU YaCThIX
permunuBax HC [3].

Hetu c¢ BmepBble pasBubBinuMcsa HC rocunurasim-
3UPYIOTCA, KaK IIPAaBUJIO, He B CIEIUATU3UPOBAHHbBIE
He(dpoJIoOTUUEeCKNe IIeHTPhI, I'le BO3MOKHO IIPOBE-
IeHne MOP(GOOUONTUYECKOTO, MMMYHOJOTHUUECKOTO,
TeHEeTUUYECKOTO W APYTUX BBICOKOTEXHOJOTUUHBIX
HUCCJIeJOBaHUM, HO B TepalleBTHUUECKUE OTAEJIEHUSA
MHOTOHIPO(PUILHBIX CTaruoHapoB. IlosTomMy axTy-
aJbHOM ABJAETCA 3aJada CBOEBPEMEHHOTO BBIJEJIe-
HUS TeX KaTeropuit 00JbHBIX, KOTOPHIE HYKIaI0TCSI B
6osiee yrury0JeHHOM OOCJIeTOBAaHUU U B CHEIMATU3U-
POBAHHOM BBICOKOTEXHOJOTMUYHON mmomomiu. B uact-
HOCTH, Hed(pdeKTHUBHOCTL cTaHmapTHOro Kypca I'KC
B JIe0oTe TpeOyeT peIleHMsl BOIPOCa O BO3MOIKHOC-
TU UMYHOCYIIPECCUBHOUN Tepanmuu B npuHiune. [Ipu
PeUuaNBUPYIONEeM TEeUeHUN TOPMOHOUYBCTBUTEJb-
"Horo HC ocHOBHYIO IIpo6JieMy IIPEACTABJIAIOT COOO0M
YyacTble PENUuANBLI, BJIEKYIHe 3a c000i HeoOXOomu-
MOCTh IJUTEJIbHON MMMYHOCYIIPECCUBHON Tepaiuu,
KOrja ITPOTHO3 OIIpefeJisgeTcss BO MHOTOM WMMEHHO
H000UYHBIME 3(p(heKTaMu JeUeHU .

Ilens HacTOAlIelr paboThI: JaTh XapaKTepuc-
TuKy OosbHBIM ¢ HC, mocTymaBiiuM B TepaleBTU-
YyecKue OTAeJeHWSA PaHHEero M CTapllIero Bo3pacTa
Mopososckoit IKB B mepuog ¢ aaBapa 2002 r. mo mait
2012 r., u BBIJIEJIUTH CPEOU HUX KaTeropuu, Tpedy:o-
e yriy6JeHHOro o0cief0BaHUA /WU BHI3bIBAIO-
Ire y Bpaua TPYAHOCTH B BLIOOPE TAKTUKM JIEUCHU .

3a yKasaHHBIN IepUOJ B pasjinuHble HecIellua-
ausupoBaHHble oTaeneHusa MIKDB (TepaneBTuueckoe
I JeTell cTapIiiero Bo3pacTta, O0OKCHUPOBAHHOE s
IeTeil paHHEro Bo3pacTa U Ap.) OBLIN T'OCIUTAIU3U-
poBans! 40 mereii ¢ med6iorom HC u 31 — ¢ periuauBom
HC. Hu y omHOTrO 13 3THX G0JLHBIX He ObII0 JaHHBIX

3a Bropuunyio npupoay HC, To ecTb oTcyTcTBOBAIU
NPU3HAKU CHUCTEMHOro 3a00JieBaHUs, He BBIABJIA-
JIUCHh CHUMIITOMBI U/WJHN CEPOJIOTMYeCKHe MapKephl
TeKyIMUX NHGEKIIMOHHBIX 3a0oeBanuii. Cpeau sTux
0GO0JIbHBIX MbI BBIJEJIUIN CIEAYIOINe IPYIIIbl: HHMAH-
TuabHbli HC — 2 peGeHKa, rOpMOHOPE3UCTEHTHBIN
HC (I'PHC) — 5 pereii; y ocranbHBIX 64 meTeii, TO eCTh
y MOIaBJAIONIET0 OOJBIIIUHCTBA, UMEJI MECTO I'OPMO-
"HouyBcTBUTeNbHBIN HC (I'THC).

Heru ¢ uadantTuababiM HC (me6ior HC y ogHOTO
pebeHKa B 4 Mec U y APYyroro — B 8 MecC) COCTaBUJIU
caMyl0 MaJIOUMCJEHHYIO, HO B TO K€ BpeMsA CaMyIo
npobsieMHyI0 rpynny 6oabHBIX. IIpu gebiore HC mo
rojla BEPOATHOCTL 0OJIE3HU MUHUMAJIbHBIX H3MEHe-
HUI, KOTOpad ABJAETCA NPUUNHON OOJILIIMHCTBA
cayuaeB HC B Gojiee cTapiiieM BO3pacTe, COCTABISIET
meHee 15%. B To Xe BpeMsa BeJMKa BEPOATHOCTH
Toro, uro mpuumHoii HC ABIAOTCA reHeTUUYECKUE
3a00JIeBaHUSA WJIN BHYTPUYTPOOHBIe HHPeKIMH [2].

ITosTomMy B 0oGOMX ciyuasix PeIIeHo OBIJIO BO3-
Iep:KaThCsA OT Ha3HAUEHUA TPASUIMOHHOU Tepanmu
T'KC 6e3 npoBenenus 6uoncuu nouku. ITocie mckirio-
YeHUS BHYTPUYTPOOHBIX MHMPEKIINNA KaK BO3MOIKHOMN
npuunubl HC 06a pebenka ObLIN IIepeBeleHbl B OTAe-
nerue Hedposoruu HII3]I nisa npoBeneHMns OGOICUA.
ITpoBemenroe Tam MOP(OOHMONTHUUECKOE HCCIeq0oBa-
HIUe IIOKAas3ajJi0 V¥ OJHOT0 pPedeHKa M3MEHEHUS B KJIy-
6oukax 1mo Tuny Aud@y3HOro Me3aHTuaJIbHOTO CKJIe-
posa, YTO MMOATBEPAUJIO OMPABAAHHOCTH BO3AEPIKA-
Huda ot Tepanuu 'KC. B apyrom ciyuae namMeHeHUs B
KJIYOOUKaX MO TUIYy Me3aHTHAJIbHOI Ipoudepanumn
Iaiu ocHoBaHUe AJisa mpoBemeHusa Tepanuu I'KC,
mocJje uero ObLIO JOCTUTHYTO 3HAUUTEJIbHOE CHUMKE-
HIUe IIPOTEeNnHYPUH.

Hpyryoo mnpobJeMHYI0 TPYINY OPEeACTABIAIN
coboit metu ¢ 'PHC. Bce oM ObLIM TOCHUTAIM3U-
poraubl B MJIKB B cBA3u ¢ me6roToM 3a00JI€BaHUS.
HauHbIEe 0 6OJIBHBIX IPEACTABJIECHBI B TA0IUIIE.

T'opMOHOPE3UCTEHTHOCTD ¥ BCEX JeTell KOHCTAaTHU-
poBaHa Ha OCHOBAHUU OTCYTCTBUSA IIOJOMKUTEJIHHOMN
OIUHAMUKHU TOCJe KaK MUHUMYM 4 HeqeJ b Tepamuu
TKC B crammapTHOii m03¢ 2 MIr/Kr (MaKCHUMaJbHO
60 mr/cyt). OmHAKO yiKe MCXOMHO Y 9TUX OOJBHBIX
MOXKHO OBLJIO OTMETUTH PAJ 0COOEHHOCTEN B KJIUHU-

Tabruua

Boasuslie ¢ ropmoHOope3ucTeHThIM HC

B T IloBbIIIeHI Tun usmMeneHun
Manuq)gzgglcmu HC ° AI[e © Temarypns | AsoremHs B Rn?fﬁ(i{:ceax
11 jer — — + HEM3BECTHO
10 ser + + —+ HEN3BeCTHO
11 jetr + + — HEN3BECTHO
13 ner + + + M3IITH!
9 jer + + ++ MBII I'H2

16uoncusa nouku B oTAeseHuu Hepposorun MHUU meguaTpun, peMUCCUS IOCJe JeUdeHUs
IlcA; 26uoncusa mouku B oraeneHun Hedposoruu HII3]], 6nicTpoe IporpeccHpoBaHUE C
ucxomoM B repmuHanbHy0 XITH uepes 5 mecsries mocie ge6oTa.
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YeCKHX U JabopaTOpPHBIX IIPOABJIEHUSAX 3a00jeBa-
Huda. OOpariaer Ha ce6a BHUMaHHE TOT (paKT, UTO y
Bcex atux gereii HC maHudecTupoBas B cpegHeM U
cTapiieM IITKOJbHOM BoapacTte. IIpu aTom B rpynme ¢
T'YHC ponsa Tex, y Koro nepsbii snu3on HC pasBu-
cA B IIKOJHLHOM Bo3pacTe, cocTaBmia Bcero 14,3%.
IIpakTuueckn y Bcex gereii HC Hocunm xapakrtep
CMEIIIaHHOT'0, IIPW 3TOM Y OOJILIIIMHCTBA OTMEYEHO
noBwimienue AJl. Oco6eHHOCTHIO KJIMHUYECKON Kap-
THUHBI ¥ 3TUX [OeTeil OBbLIO TaKiKe CTONKOe MIOBBIIIe-
HUe MOUYEeBUHBLI M KpeaTuHUHA, He KOPPUTHPYIOIIe-
ecs 1mocje TpaHchysuil arb0yMUHA, UTO UCKJIIOUATIO
IpepeHaJbHBIN TeHe3 asoTeMuu. Bce 9TH JaHHBIE
yiKe MCXOMHO IT03BOJISAIN 3aII0J03PUThH, YTO B OCHOBE
JeKUT He 00JIe3Hh MUHUMAJbHBIX M3MEHEHUI, HO
Ipyrue BapuaHTHI ryiomepyiaoHedpura (I'H), uto B
2 M3BECTHBIX HAM CJIyYaAX ITOJHOCTHIO ITOATBEPAU-
JIOCh TIOCJIe TIPOBeAeHUs OMOICUU ITOUKU. B CBA3U C
Hed((MEeKTUBHOCTHIO CTAHAAPTHON Tepaluu Bce AeTU
¢ 'PHC 6bp111 HampaBJIeHBI B CHEIUATU3UPOBAHHBIE
HedpoJOTUUEeCKUe OTAeJeHUI A KOPPEKIIuU Tepa-
MUY TOCJIe YTOUHEeHUA MOP(OIOTHUEeCKOTO BapuaHTa
IIOpa'KeHn A KJIYOOUKOB.

IIpakTUyecKu BCce JeTU C BIIEPBbIe PA3BUBIIINMCS
HC mocTynanu B cTalimoHaP € BBIPAYKEHHBIM OTEUHBIM
cuaapomoM. HecMoTps Ha TO, UTO Yy BCeX OOJIBHBIX C
HC ormeuasiach TunmmuHasd KJIWMHUYECKAA KapTHHA
(cHM)KeHMe Jauypesa WM OTeKHU, IOCTEIeHHO Hapac-
Talolye OT JIETKOUW ITaCTO3HOCTU O aHacapKu), y 7
nmereit quarao3 HC OblL1 mocTraBjieH TOJBKO B Tepa-
MEeBTUYECKOM OTAEJEHUU IOCJe MOJyUYeHNA aHaIn3a
moun. OTeUHBIH CHUHIPOM pacCIleHMBAJICA Ha JOroc-
MUTAJIBHOM dTalle KaK ajyiepruyeckuil orek KBuHke
(2 pebenka), peaKTHUBHBIA OTE€K BEK MIPU PUHOCHUHY-
cute (2 pebenka), OTEK BeK KaK pPe3yJabTaT TPaBMbI
op6ouTsl (OAUH PebeHOK), XOTs caM PAacCIIPOCTPaHEeH-
HBIM XapaKTep OTEeKOB JOJI’KEH ObLI Obl MCKJIIUYUTH
MoL00HOEe IPEAII0I0KeHe.

VY 2 nmereit B me6tore HC Gb1I0 OTMEUEHO Pa3BUTHE
a0IOMUHAJIBHOTO KPH3a, UTO OBLIO OIIMOOYHO paciie-
HEHO KaK CHMIITOM OCTPOTO alNeHAUITNTA U IIPUBEJIO
K He0OOCHOBaHHOM JlanapoToMuu. IIpu sToM HaJIUdMe
y pebeHKa OTeUHOT'0 CUHAPOMA B MOMEHT ITOCTYILIeHU
B CcTal[MOHApP UTHOpPHpoOBajaoch, 1 HC kKak mpuumHa
a0IOMUHAJIBLHOTO CHHAPOMA OBLJI 3aII0A03PEH TOJIBKO B
TIOCJIeOTIEPAIITMOHHOM IIePUO/ie IPY BbISIBJIEHUU BhIpa-
JKeHHOU npoTenHypuu. Huike IpuBOIUM BBITUCKY U3
ucTopuu 00JE3HU OJJHOTO U3 ATUX JEeTel.

Manbuuk M.T'., 6 1eT, cTpagaeT BEIpaKeHHOI 3aePrK-
KOI IICMXOMOTOPHOTO UM pedeBOro passutud. lloctynun B
xupypruueckoe oraenenue MIIKB c sxanobamu Ha 6ecrio-
KOICTBO, 60JI B }JKUBOTE, IOBTOPHYIO PBOTY, PAa3BUBIIIHECS
OCTPO B IeHb obparieHus. [Ipu 9ToM ObLIM TPOUTHOPUPOBA-
HBI JaHHbIE aHAMHe3a, YKa3bIBalwIl[1e Ha TO, YTO B TeUEeHUEe
IIOCJIeJHNX HEeCKOJIbKHX HeaeJIb Y MaJbUMKa OTMedYaJIuChb
OTeKU JINIla, KOHEYHOCTell U IepeJHell OPIOIIHON CTEeHKN.
3a HecKoJIbKO AHel xo rocuurtanusanuu B MIKDB poxure-
Jn O6paIlIaJII/ICL K BpayaM B CBA3U C OTEKaMM, HO aHAJIU3
MOYHN COeJsiaH He 6I:IJI, TaK KaK OTeKU ObLIN paciieHeHbL

Kak ajeprudyeckue. IIpy mocTynieHun B XUPypPrudeckoe
oTzesieHe y pebeHKa OTMeYaauCh OTEeKH Ha JIUIlE, TOJIEHAX,
nepenHel OPIOITHON CTeHKe, aciuT, ruaporopakc mpu Al
90/50 MM pr. cr. Mouniica mano, Mo4ya Obljaa MyTHOBATOMN
u nenucrtoii. OgHako Haiuume 6GoJiell B KUBOTE, HAIIPS-
JKeHud 6pIOHIHOfI CTeHKHU IIPpU IIaJbIIalluu N I‘Hl'lepJIeﬁKO-
nuTo3 22+109/1 B aHANIM3e KPOBU IPHUBEIN K TOMY, UTO
ObLIA IIpoBeJeHa jiarrapoToMuA B CBA3M C HEBO3SMOXKHOCTBIO
HCKJIIOUUTh XUPYPTUUYECKYIO ITAaTOJOTHUI0 OPIOIIIHOM II0JI0C-
T. Bo BpemsaA JramapoToMuyu ObLIO OOHAPYKEHO OOJILIIIOE
KOJIMUECTBO TPAHCCyZaTa B OPIOIIHOM MOJIOCTH, AlllIeHANKC
He uU3MeHeH. B IIOCJIeOIIEPaAIlMOHHOM IIepHO/J€ BBIABJIEHBI
TUOUYHBIE JabopaTopHble mpusHaku HC: mporemHypus
5,5 I/ Upu HOPMAJIbHOM OCaJKe MOUYM, TsKeaas THUIIOIN-
porenHemMus u rumnoanboymuuenus (27/10 r/mx), runep-
xosecrepunemMusd (7,1 MMoab/J). A30TOBBIAEJIUTEIbHAS
GyHKIUA mOUYeK He HapyleHa (KPEaTHHUH CHIBOPOTKU
51 MKMoOJb /7). OTeUHBI CHHIPOM KYIIMPOBAH IIOCJIE TPaHC-
dysuit 20% anpbyMuHA 1 BHYTPUBEHHOT'O BBeJEeHUS (Pypo-
ceMua; B pe3yJbTaTe Tepaluu IPeaHU30J0HOM 2 MT /KT B
Teuenue 6 Hemesb mocTuUrHyTta nosaHasa pemuccusa HC. IIpu
KaTaMHECTUYeCKOM HaOJIoJeHuu B TeueHue 15 mecsies
peMuccus COXpaHAeTCs.

Kax MO0KHO 3aKJIOUUTH U3 JAHHOTO KJIMHUYEC-
KOro mpuMepa, y pebeHKa B MOMEHT HOCTYILJIEHUS
uMeJia MECTO TUINUYHAA KapTHWHA HUANOIATHUYECKOI'O
HC (cum:xenue nuypesa u MOCTEIIEHHO HapacTaOIIe
oTeKu npu HopMaJabHOM All), CTeIeHb TAMKECTH KOTO-
poro, ompeneJieHHYIO II0 YPOBHIO aJbOyMHHA ChIBO-
POTKM, MOKHO OBLJIO PACIleHUTh KaK KpalHe TsiKe-
ayio. B pganHOW curyanmum (aabOYMUH CBIBOPOTKU
<10 r/u) BepOATHOCTH a0JOMUHAJIBHOTO He()POTUUEC-
KOro Kpmusa, 00yCJIOBJI€HHOI'0 aKTHBAIEN KMHUHO-
BOU CHCTEMBbI, CIIa3MOM COCYZOB KUIIIEUHUKA U/UJIN
OTEeKOM TO/KeJIyJOUHOI »Kejie3bl, JOCTATOUYHO BHICO-
ka — cBoire 20% [2]. OgHakKO HEOCBELOMJIEHHOCTD
Bpaueil 0 BO3MOMKHOCTHU I0m00HOTr0 ocyokueHus HC
mpuBejga K TOMY, YTO €er0 CUMIITOMBI ObLJIN paciieHe-
HBI KaK CUMITOMBI OCTPOT'0 alllIeHAUIINTA, HECMOTPSA
Ha HaJIWUYMe TUITUYHON KJInHUYecKoi KapTuuasl HC.

Kak 6bLmO yike ckKasaHo Bwimie, metu ¢ I'HHC
COCTaBUJIM IIOAABJAIOINEEe OOJBITMHCTBO HaOJII0Ia-
eMbIX O0osbHBIX (64/71). I3 HUux 28 yes0BEK IOCTE
BBIMUCKY HAXOAWJUCH IIOf HAIIUM HaOJI0JeHueM
B KOHcyJabTaTuBHOI mnoaukjaunuke MJIKB (cpok
Karamuesa oT 12 mecsartes 10 10 jeT) 1 HEOZHOKPATHO
TOCIIUTAJIU3UPOBAIUCH B cayuae permuausos HC. Hu
Yy OOHOTO M3 HabII0gaeMbIX OOJBbHBIX 34 ATOT IIEPUOJ
He OBIJI0O OTMEUEHO Pa3BUTUSI BTOPUUHON TOPMOHOPE-
sucteHTHOCTU npu peruauBe HC, a Takike mporpec-
CUpoOBaHUA He(ppPOmaTUU CO CHUIKEeHHEeM (PyHKIUU
mouek. B cBasu ¢ Tem, uro nporuos ['HYHC saBucutr
OT YaCTOThl PEIUINBOB I, COOTBETCTBEHHO, OT 00B-
eMa II0JIydyaeMOM Tepamuu U ee IIO0OUHBIX a(hQekK-
TOB, JaHHBIEe KATAMHECTUYECKOT0 HAOIIOAeHU S MOTYT
IpPeICTaBIATh NHTEPEC IJIsI BLIABICHUS IIPOOJIeMHBIX
KaTeropuii 60JbHBIX.

MunumanbpHBIlT Bo3pacT MmMauHupecramuu HC B
HalOJrrogaemMoii rpynmne 6bL1 17 MecsIeB, MAKCHUMAJb-
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HBI — 15 jer. ¥V 7 6oabubix HC MmanudectupoBaa B
BospacTte <3 jyet, y 18 — B BozpacTe ot 3 10 7 JjeT, y 2
—B 10 u 11 ner, y oguoro pebenxa — B 15 jger. Takum
00pas3oM, XOTs HaMH BbIIIe ObLJIO CKAa3aHO O II03JHEM
ne6rore HC Kak 00 0JHOM 13 BO3MOYKHBIX IPEIUKTO-
POB rOPMOHOPE3UCTEHTHOCTH, caM I10 cebe, B OTCYTC-
TBUMU APYIUX MPOTHOCTUUYECKUX KPUTEPHEB, NeOI0T
HC B cpenmem u crapiiieM IIKOJbHOM BO3pacTe BOBCE
He UCKJII0YaJ TOPMOHOUYBCTBUTEIbHOCTH.

Tepanus B mebioTe Oblja y BceX HaOJIIOZaeMbIX
0OJBHBIX CTAHJAPTHOM M COOTBETCTBOBAJIA PEKOMEH-
manuam Corosza meguaTpoB IO JIEUEHUI0 He(POTH-
yeckoro cuuapoma y gpereit [1]. McuesHoBeHUE mpo-
TeMHYPUU OTMEUEHO B cpegHeM Ha 15-i1 meHb Jieue-
Hud (7-21 pens). Ilo ganawiM [5, 6], IIUTETBHOCTH
nepBoii pemuccuu mnocie orMmensl 'KC moikeT cay-
SKUTH MIPEIUKTOPOM najyibHeiirero teuenus ['THC.
ITo HamuM AaHHBIM, HU Y OJHOTO U3 COCTOABIIIUX TIOT,
HamuM HabJofeHreM OOJBHBIX He OBIJIO OTMeUYeHO
paHHero pernuauBa (PEIUAUB MPOTEUHYPUHN B CPOKU
<2 mepens nocisie orMmeHbI 'KC). B To xe Bpema y 11
IeTell CPOK IIePBOI PEMUCCUU He IMPEBBIIIAI 3 Mecs-
1eB, y 8 coctaBu oT 4 10 6 MecsIeB, UTO COIJIACYETCSA
C IUTEPaTyPHBIMU JaHHBIMHU [3, 5, 6] 0 TOM, YTO 60JIb-
IIIUHCTBO OOJBHBIX PasBUBAIOT PEIUAUB B IIePBHIE
6 MecsieB mocie gedroTa. B To 'Ke Bpems y 4 mereit
IIPOJOJIKUTEIBHOCTDh IIEPBOM PEMUHCCHUM IIPEBBICHIIA
moJIToZia, a y 5 ImpogojKaiack 0ojee roga. ¥ OIHOTO
u3 Hux (pedbenka c gebiorom HC B Bospacte 15 jet)
penuarBOB He 3aperucTPUpPOBAHO 3a 3 roga HabJIO-
neHnsa. OgHaKO TOBOPUTH O 0e€3PeIUINBHOM TEUEeHUU
HC npu orpanmyeHHOM CpPOKe KaTaMHECTHUUECKOTO
HAOJIIOMeHUs MPUXOAUTCA C OCTOPOYKHOCTHIO, IIOC-
KOJIbKY HUKOTI[Ja HEeJb3d HCKJIOUUTH BEPOSATHOCTH
MMO3IHEero peluauBa.

N3 nabiaomaeMbIXx HaMM B KaTaMHe3e JeTeil B
TaJbHEHIleM HU ONWH He IIoNagasl o KPUTePUu
yacrto pernuausupyoirnero HC (4 permuansBoB u 6ojiee
Brox). OgHako 3 peruauBa B I'oJi OTMEUEHO y 7 AeTei.
Y GOJBIIMHCTBA 9TUX JeTel IepBas peMuccus ObLiIa
HempomoKkuTeabHoit (1 Mecdarn — y uyeTbIpex W 2
MecsdIa — Y OJHOT0 00JbHOT0). ¥ 2 GOJBHBIX IepBas
peMuccusa mpojoJKaiachk 4 u 5 MecsAaleB COOTBETCT-
BE€HHO, ¥ HU Y OJHOTO M3 HUX CPOK IIEPBOM PEeMUCCUU
He TIPeBBINIAJ TOoJyToaa.

C yuerom Toro, uto tepanua ['KC mpu pernuguse
cocTaBJANIa B cpeqHeM 3—4 Heme I B MaKCHUMAaJIbHOMI
Iose + 6 Hemes b B IOAAEP:KUBAIOIE T03€e, TO eCTh C
Yy4eTOM BpPeMeHU OTMEHBI OKOJIO 3 MeCsIleB, JaHHbIe
60JbHBIE OBLIU BBIHYKJEHBI OOJIBIITYIO YacTh BpeMe-
HU OpuHUMATH Ty uiam mHyio ao3y 'KC. Xora HE ¥
OMHOTO M3 ATUX 00JbHBIX Ha (oHe mpumema ['KC He
OBLIIO OTMEUYEHO CePbhbe3HBIX ITOOOUYHBIX 3(hGeKTOB, y
5 mereii mpu TpeThbeM penuauBe HC ObLI ImpoBenex
KypC aJKuJIupymInero murocratruka (maeiikepan 0,2
MT'/KT B TeueHue 8 HeZlesab). ¥ 2 60JbHBIX, ¥ KOTOPBIX
penuauBLEl HMHAYIIUPOBAJINCH HMHTEPKYPPEHTHBIMU
3a00JIeBaHUSIMY, IIPOBOAUJIACH IOAAEPIKUBAOIIAS
Tepanus JieBaMu30J0M B nmose 1,75—2 Mr/Kr uepes

neHb nauTtesbHO (6 u 12 mecanes). Ciaenyer, ogHAKO,
OTMETHUTh, UTO MOJ00HAS KOPPEKIINA IMOAAePIKUBAIO-
mieil Tepanuu oxasajsach a(pGeKTUBHOII MeHee UeM B
mojioBuHE cay4yaeB. Tak, UCIIOJIb30BAHME JI€BAMU30JIa
B TeueHme 12 MecsIieB IPUBEJIO Y OJAHOTO peOeHKa K
YAJUHEHUIO peMuccuu 1o 2,5 jer (Ha MOMEHT Hallu-
CaHUSA CTATbU PEMUCCHUS COXPAaHAETCSA), OTHAKO B
IPYyroM ciydae okasajgoch HeadhdeKTuBHBIM. Ilocie
Tepanuu JIeHKepaHOM dYacTble PEeIUIUBBI ITPOJOJI-
JKaauceh y 2 00JMbHBIX. B ¢BsA3U ¢ 9TuUM 2T 3 pebeH-
Ka OBLIM HampaBJIeHbl HAMU B CIIEIIUAJIN3UPOBAHHOE
Hedposoruueckoe ornenernue HII3I, rae um mpoBo-
nuinachk tepanus I[ukmocmopurnoMm A (2 peGeHKa) u
CemniceniToM (0OaUH peOeHOK).

T'opmonozaBucumsbiiit HC (penuaus npoTenHypun
Ha ¢poHe cHmKeHUs 1036l ['KC uau <2 Hemes b mocie
WX OTMEHbBI) UMeJ MecTO y 3 mereii. Bce oHU BIlepBbIe
moctynuau B MIIKB B cBsasu ¢ pertuausom HC mocite
IIUTEeJHLHOTO JIeUeHNA B APYTUX KJIMHUKAX (2 mereit
TOCTYIIUJIN U3 PA3JIUYHBIX PeTnoHOB P® u oquH pede-
HOK TIOCTYIUJ B HJOKPUHOJIOTMUYECKOE OTHAeJIeHUe
MIOKDB B cBa3u ¢ pasBUTHEM caxapHOro auabera 1-ro
TUIIa KaK COMYTCTBYIOIEro 3abojeBaHUs). AHaaus
TeueHUs 3a00JeBaHUS ¥ dTUX OOJBHBIX BBISABUJ CJIE-
IyIOIIrie 0OCOOeHHOCTH’:

e v Bcex 3 JIeTell IocJie JIeUeHN S IIePBOTr0 SIIN304a
HC umen mecTo paHHUI pelUINUB IPOTEUHYPUU YiKe
Ha (hoHe cHMKeHUuA 1036l ['KC;

e y Bcex 3 OOJIbHBIX IMOCJ€ PAHHEro PeruguBa
nosa I'KC moBeImianace He 10 JeuebHOM (2 MI/KT), HO
IO TOM MUHUMAaJbHOM J035I, Ha (pOHE KOTOPOII IpoTe-
WHYDPUS UCUe3aJIa;

e IIpM IOCJAEAVIOIIUX PeruIuBax IIPOTEUHY-
puu 103a IOBBIMIATIACH TaKiKe HeJOCTAaTOUHO (MeHee
2 MTI'/Kr), OTMeHa IIpeJHU30JI0Ha ObLiIa KpaliHe Men-
Jeunnoi (o 1,25—2,5 Mr B Heies110) 1 3aHUMAaJIa OUEHb
IIuTelbHOEe BpeMmsa. B pesyiabraTre Bce 3 pebeHKa
mosyuanu masibie 103bl 'KC HempepbIBHO Ha IIPOTS-
skeHuu pazga jet (ot 3 mo 10 jer);

e y 2 meTelt He AeJaiCh MONBITKU MPUMEHEHUA
aJIbTEPHATUBHOM MOAAEeP:KUBAOIINEN Tepanuu (aJIKu-
JIUPYIOITNE ITUTOCTATUKYN, UHTUOUTOPHI KAJbIIMHEN-
puHa). ¥ ogHOTO pebeHKa Oblia IIPOBeLeHAa IOMBITKA
HasHaueHus CejicenTa, OKasaBIIasdcsa 06e3ycCIerr-
HOM.

ITo wmameMy MHEHHIO, OCOOEHHOCTH TeUeHUS
3a00JieBaHUA y JaHHBIX OOJBbHBIX JUKTOBAJIU HEOOXO0-
IUMOCTH IIOCTaHOBKY BOIIPOCA O KOPPEKIIUY TEPATINY
yJKe Ha paHHUX dTamax, cpasy ’Ke IIocje KOHCTaTa-
muu (daxTa ropmonoszasmcumocTtu. Ilocie obcieno-
Banua B MJIKB u BmIXOoma B pemuccuio 2 pebGeHKa
HaIpaBJeHbl HAaMU B oTxesieHue Hedpogoruu HIT3]I.
K macrosiemy MOMeHTY OAHOMY PeOeHKY IIpOBeaeHa
OMOICHUsI MOYKM, IIOKA3aBIIAs HAJINUYNEe MUHUMAJIb-
HBIX U3MEHEeHUH B KJIyOOUKax, 1 HadHAUeHa Tepanus
Muxaocnopuaom A. OnmH 60JIBHOT IO PEKOMEH AN
orgena Hedposorun MHUUW memuaTtpuu m JeTCKOM
XUPYPTUU IOJyUYaeT B HACTOAIIUA MOMEHT Tepa-
OUI0 aJKWJIUPYOIMUMEA ITUTOCTaTUKaMu (DHIOKCaH
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2 mMr/kr). B KauecTBe mpuMepa MOA0OHOTO TeUEeHU ST
3abo0JieBaHNA MPUBOAUM BBIIIUCKY 13 UCTOPUU pebeH-
Ka ¢ ropmoHo3aBucuMbiM HC.

Mansuuk A.E., 12 ger, nmposkuBaeT B YUTHHCKON
obnactu. le6ror HC B 2 roma 10 mecsAlieB ¢ orekamMu u
nporeunypueit 2,64 r/in. B OKB r. Yursr monyuan 20 mr
mpeguusosona (oxKoao 1,3 Mr/Kr), IPOAOKUTEIbHOCTH
Kypca B mebioTe Hem3BecTHA. B masipHeiinieM 060CTpeHUs
OTMEeUaJINCh HEOJHOKPATHO HEMEIJIEeHHO IIOCJe IIOIBIT-
KM OTMEHBI TOpMOHOB (3—4 o6GocTpeHUA KaKIbIHA TOI).
MauibunK nmpakTudecKku HenpepbiBHO mosyuana I'KC B Teue-
Hue 10 jer, mpu 3TOM MaKcUMaJbHas [03a He JOCTUTAJA
2 MI'/KT 1 IpUHUMAJIACh OUeHb KOPOTKOEe BpeMs (He GoJiee
2 menenn). IIpeqHM300H OBLI BIIEPBBIE IIOJHOCTHIO OTME-
HeH B KoHIle nexaops 2011 r. Voke B Hauasie auBapa 2012 r.
MMeJI MeCTO OYepPeJHON peruaAnB nporenunypuu. Hanpasiex
Ha KoHcyabTanuio B MockBy. o TasxecTu cocTosauusd (Ipo-
TEeUHYPUA 5 T'/JI, OTeKU) OBLI 9KCTPEHHO FT'OCIUTAIN3UPOBAH
B 23-e orgenernue MJKB IIpu mocTymieHNM OTMeYaIuCh
BBIPa’KeHHBIE OTEeKHU TOJIEeHU, IepeaHell OPIOIIHON CTeHKH,
mormoHKku. AJl ¢ TeHAeHIUe# K rumeprensum — 125/75
MM pr. cT. OOparanu Ha ce0da BHUMAaHUE 3aJepsKKa pocTa
(poct munyc —1,73 SDS, pusnueckoe pa3BUTHE COOTBETCT-
BoBaso 10 romam), mpuU3HAKU SK30T€HHOTO THUIEPKOP-
TunusMa (MaTpPOHU3M, JYHOOOpasHOe JHI0, OKUPEHUe,
TUIEPTPUX03, KIuMakTepudeckuii rop6). CamouyBcTBUE
He cTpazgasio. IIpoBerenHoe JaGopaTOpHOE HCCIENOBAHIE
MOATBEPAMUJIO BBICOKYIO aKTuBHOCTh HC: mporemHypusa
2,5 r/cyr, CBIBOPOTKU
37/26 r/71 COOTBETCTBEHHO,
13,9 mmousb/n. IIpu aTOM asoToBBIAENUTENbHAA (PYHK-
mus TMOoYeK Oblda CcoxXpaHHA (KPeaTHHUH CBIBOPOTKU
35 mrmosb/a, CK® mo dopmyne IlIsapua 140 mia/mMum).
Kommiement ceiBopoTku He cHukeHn (C3 — 139 mr/mia, C4
- 27,1 mr/pa).

OcobeHHOCTH TeueHUsA 3a00JIeBAaHUA y AAHHO-
ro nammeHTta (MaHudecTalusa B paHHEM BO3pacTe,
penuauBUpYIOIee TeueHue, HOPMAaJbHBIA YPOBEHB
KOMILJIEMEHTa CBIBOPOTKM M OTCYTCTBUE CHUKEHUA
CK®, mecmoTpsA Ha IJIUTEJbHOE TeueHue 3aboe-
BaHUA W MHOTOKpPATHBIE 000OCTPEHMs) IMO3BOJSIIU C
BBICOKOII BEPOATHOCTBHIO MPEIOJI0KUTL, UTO B OCHO-
Be HC mexxut 6osie3Hb MUHUMAJBHBIX U3MEHEHUH.
HNwmetomiasaca y pebeHKa CKJIOHHOCTh K T'AIIePTEeH3UN

obmiuit  6eJioK/aab0yMUHBL
TUIepPX0JJeCcTepUHEeMU I

OblIa paclleHeHa KaK II00OYHBIA 3(p¢eKT Tepamuu
T'KC. Tepanusa mpegHH30J0HOM B mo3e 60 Mr 1mos-
BOJIMJIA NOOUTHCS PEMHCCHUHN B TeueHue 2 HeIelb.
OxHAaKO OCHOBHOU mpo0JieMOl B JaHHOM CJydae
ABJAJIach HerKeaaTeabHOCTh HaszHaueHuda ['KC kak
cpelcTBa MOAMEP:KUBAIOIEH Tepanuu u3-3a NMeB-
mIuxcs y 00JIbHOTO IPOSBIEHUNA CTEPOULOTOKCHUUHOC
TH, apTePUATbHOM T'MIePTeH3UN U 3aJePKKU POCTA.
Brlna pekoMeHIOBaHAa TOCIUTAINI3AIINA B OTAEIeHUIE
"Hedpoaoruu HII3]I nisa npoBeseHUsa OMOIICUY TOYKU
U KOPPEKIINHU IO IePsKIUBaloIell Tepannn.

Taxum o6pasom, aHAIU3 TeueHUA 3a00JIeBaHUA Y
6osbpHBIX ¢ HC, mocTymamomniux Ha JieueHre B PasInd-
HbI€ OTJeJIeHUsI MHOTOMPO(GUIBHON KIMHUUYECKON
OOJILHUIIBI, TTO3BOJIAET BBIAEJUTH CIEAYIOIHe KaTe-
ropuu OOJBHBIX, HYMKAAIONINXCA B CIEIHMATU3UPO-
BaHHOM BBICOKOTEXHOJIOTMYECKOM TOMOIIA B YCIOBU-
AX CIeINaJIN3UPOBAHHOTO IeHTpa:

1) 6onvHble ¢ pannum debtomom HC (0o 200a).
ITomo6ubie GOJIbHBIE, B CJydYae UCKJIIOUEHUS BTO-
puunoro HC Ha ¢oHe BHYTPUYTPOOHBIX MHMEKIIUI,
TOAJIEXKAT CKOPEHIeMy HAIpaBJICHUIO B CIEI[MAJIN-
3UPOBaHHBIE IEHTPHI, TAK KaK HYKIAIOTCA HE TOJb-
KO B MOP()OOMONTUYECKOM, HO M B TeHETHUECKOM
WCCJIeJOBAHUU MJIA KCKJIIOUEHUS HACJEICTBEHHBIX
BapuauTos HC;

2) 6onbHbIE ¢ OMCYmMcmeuem NONLOHCUMeLbHOU
Jdunamukxu nocne 4—8 nedenv mepanuu I'KC. Ilpu
9TOM TaKue 0COOEHHOCTH TeueHUs 3a00JeBaHUA, KaK
aprepuajbHas TUIIEPTEH3Us U/UIN PAaHHEee CTOUKOe
CHUJKEeHNEe Aa30TOBBIAEIUTENbLHON (PYHKIIMU II0YeK,
MO3BOJIAIOT YsKe M3HAUYAJbHO 3aI0J03PUTH BBICOKYIO
BE€POATHOCTh T'OPMOHOPE3UCTEHTHOCTH U TPEeOyoT
CKOpeHIlero HampaBJIeHUs IOAOOHBIX OOJBHBIX Ha
OMOIICUIO IIOUKU;

3) 6onvHbLE ¢ paHHUM peyuduéom nNpomeuHy-
puu. Ha vamm B3riaj, Heob6xoquMa BEIpab0TKA COrJia-
COBAHHOM TAKTUKHN BeJeHUA II0JO0OHBLIX OOJIbHBIX,
yToOBbI M30€XKATh IJIUTEJbHON HEKOHTPOJUPYEeMOM
tepanuu ['KC.

Bce manHBIe KaTeropum OOJBHBIX MOTYT OBITH
UIeHTU(DUIINPOBAHEI yiKe B HavuaJie 3a00JieBaHUA, UTO
TTOMOKeT U30eKaTh AJIUTEJIbHOTO MPUMeHeH! A Head-
¢exTUBHOI Tepanuu.
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