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Hacrosimmii 0630p JuTepaTypsl NOCBSIIEH M3MEHEHHI0 HAINMX NMPEACTABJIEHUI 00 3THOJIOTHH, MATOreHe3e M TAKTHKE JIeYeHHs
HedpoTHUECKOTrO CHMHAPOMA 32 mocjenunue Aecstuierus. [loka3aHo u3mMeHeHue MCXOAOB JieYeHUsl MEPBUYHOTO HePOTHIECKOTO
CHHIIPOMA B CBSI3H C MOSIBJIEHHEM HOBBIX TeXHOJIOTHI Tepanuu. [IpeacTaBieHbl 0COOEHHOCTH TeYeHHUS, 00CIENOBAHNS U TePANUM
BPOXK/IEHHOTO W WH()AHTWILHOTO He()POTHUECKOr0 CHHAPOMA M BO3MOXKHOCTH /1€0I0Ta HE(POTHYECKOTO CHHIPOMA, CBA3aHHOTO
€ pa3JMYHbIMM FeHHbIMH MYTALMSMH, U B 0oJiee cTapuem Bo3pacte. [1oxuepKHyThI NPUHIMIMAIBHbBIE PA3JIHYNS TUATHOCTHYECKHX
H TepaneBTHYECKUX MOAXOJO0B B 3aBUCMMOCTH OT NMPHYMHBI pa3BuTHs 3a0ojeBanus. IIpencrapieHbl coOBpeMeHHbIE CHHIPOMOJIO-
rUYecKHe W NMATOreHeTHYEeCKHe METO/bl Tepanuu MepBUYHOro HeppoTHUECKOr0 CHHAPOMA M NMOKA3aHbl OJIVKaiilMe NepcrneKTHBbI
BHe/IPEHHUs] HOBBIX TEXHOJIOTHIA IeYeHHsI, OCHOBAHHbIE HA UCTOJIb30BAHMH MOHOKJIOHAJIbHBIX AHTHTEII.

Karoueswte caoea: demu, Heppomuueckuil cuHOpom, 8pONCOeHHbII U UHPAHMUABHBLI HeHPomUUecKUull CUHOPOM, CeNeKIMUBHbIe UMMY -
HOCYnpeccanmol, MOHOKAOHAAbHbIE AHMUMENA.
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This literature review is focused to change our ideas about the etiology, pathogenesis and treatment tactics of the nephrotic syndrome
inrecent decades. The change in the treatment outcomes of the primary nephrotic syndrome in connection with the emergence of new
therapy technologies, is shown. Features of the course, examination and therapy of congenital and infantile nephrotic syndrome and
the possibility of the debut of a nephrotic syndrome associated with various gene mutations and at an older age are presented. Prin-
cipal differences in diagnostic and therapeutic approaches are accentuated depending on the cause of the development of the disease.
Modern syndromological and pathogenetic methods of therapy of primary nephrotic syndrome are presented, and the immediate op-
portunities for the introduction of new treatment technologies based on the use of monoclonal antibodies, are shown.
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He(prTquCKI/Iﬁ CUHIPOM — KJIMHUYECKUI CUM-
TITOMOKOMIUJIEKC, XapaKTepU3YIOMIUICsS IIpoTe-
uHypueit (motepss ¢ Mouoit 3,5 r/1,73M> B CyTKU WU
40 ™mr/m?/g9 Genka), OTeKaMM, THITOATbOYMHHEMMUEH,
runepiaunuaemuei [1].

OnrcaHne HeMPOTMYECKOTO CHHAPOMa MOXHO
BCTPETUTH yKe B TpakTaTax [WImmokpara, KOTOPHIA yIIO-
TPEOJISUT UTSI 3TOTO OOJIE3HEHHOTO COCTOSTHUSI TePMUH
«BoasiHKa». B 1827 . R. Bright BnepBbie 00bsICHUI Ha-
JIMIre y OOJIEHOTO OTEKOB, MMPOTEMHYPUN W JTUITUACMUN
TTopakeHNEM TI0YeK, JoKa3aB 3TO Ha ayTOTICMITHOM Ma-
tepuaine. [Toutu uepe3 100 ner F. Muller BBen TepmMuH
«Hedpos». [lo kmaccuduxkamum F. Volhard u T. Fahr
(1914), HedpozaMu HasbIBaTUCh 3a00J€BaHUsI, MTPU KO-
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TOPBIX HE OBbLIO BOCMAIUTENbHBIX U3MEHEHUI B MOYKAX.
B 1942 . A. Ellis BKJIIOUMJT IUTIOUIHBIN HeGPO3 B IpyMITy
HedputoB. E.M. TapeeB B MoHOrpaduu «AHeMus Opaii-
TUKOB» (1928) BHepBble ymoTpeOUa TEepMUH <«HedPpo-
TUIECKUI CUHAPOM», HO, K COXAJICHHIO, KaK 3TO YacTO
ObIBaeT ¢ paboTaMU POCCUNCKUX YYEHBIX, ITOT TEPMUH
B MUPOBOIi JiuTepatype cBsI3bIBaloT ¢ uMeHeM W. Non-
nenbruck (1949). B nocnenHee Bpemsi Haubosiee MOMy-
JIIPHBIM OKa3aJICsl TEpPMUH «AIUONAaTHIECKUIT HEPPOTH-
YECKUI CUHIPOM».

JuTenbHOe BpeMsl CUMTAIOCh, YTO B JIETCKOM TO-
MyJUMU 9acToTa MAMONATUYECKOro HehPOTUYECKOTO
cuHapoma coctasisier 2:100 000 [2]. C atuMm cornacy-
rotcst naHHbie W. Wong (2007) [3], KOTOpBIii yKa3bIBaeT
Ha 4acTOTy MepBUYHOTr0 HepoTUUeCcKOro cuHapoma 1—3
Ha 100 000 meteit mo 16-;eTHero Bo3pacta. ITo maHHBIM
A.H. Lpiruna (2010) [4], HedpoTUuecKuit CUHIAPOM Ha-
omonaetca y 1 Ha 6000 neTeii.

CyniecTByeT TOUYKa 3peHUs, 4TO WAMOMNATUYECKUit
HedPOTUYECKUI CUHAPOM C MUHMMAJIbHBIMU H3Me-
HEHUSIMU B IJIOMEpYyJiax He MUMeeT OTHOULIeHUs K Maro-
JIOTMHY, Ha3biBaeMoii riomepynoHedputom [5]. B To ke
Bpemst M. Broyer 1 coast. (1998) [6] cunTanu, 9T0 MUHHA-
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MaJibHblE U3MEHEHUS B TJIoMepyiax U (hOKaIbHO CErMeH-

TapHbIi IJTOMEPYJIOCKEPO3 SIBJISIIOTCS CTAAUSIMU €IUHOTO

00JIE3HEHHOTO TpOlecca, Pa3BepThIBAIOLIETOCSI B IJIO-

Mepynax. [lpu 27€eKTpOHHOW MMKPOCKONUM OuomnTaTa

MOYKM CaMbIM PAaHHUM TPOSIBJIEHUEM MaTOJOTMU OKa-

3bIBACTCS CAUSHUE TIEAMKYJT TOAOLUMTOB. 10 HacTOsI1Iero

BPEMEHU CUUTAETCS, YTO He(POTUUECKUI CUHIPOM MO-

JKET OBITh MPOsIBIIEHUEM TlIoMepyaoHedpuTa. B mocuen-

HUE JECSITUIETUSI, KpOMe OOBIYHOTO CBETOONTUYECKOTO

MOP(OJOTMYECKOTO HCCIeA0BaHUS HedpPOoOMONTATOB,

MPOBOIAT U TUCTOXUMUYECKUE UCCIIEIOBAHUSI.

S. Cameron (1988) [7] Ha3Ban HePOTUUECKUIT CUH-
IIPOM «IIPOTEUHYPUUYECKU-TUNMOATBOYMUHEMUYECKUM
oTekoMm». HazBaHue o6pa3Hoe, HO He Bcerna HehpoTU-
YeCKMI CMHIPOM ObIBaeT ¢ BhIpaXXeHHBIMU OoTeKamu |[§].
[ToaTomy cienyeT BbIAENSATH MOJTHBIM HehpPOTUUECKU I
CUHIIPOM C OTEKaMU M HEMOJHbIN, WK HehPOTUUECKU
cuHIpoM 6e3 oTekoB. K nmocinenHemy oueHb 0J11M3KO TpU-
MBIKAET MOHSITHE «HedPpOomnaTrs ¢ U30JIMPOBAHHOM MPO-
TenHypueil». OqHaKo HepeaKo M30JIMPOBAHHAs MPOTe-
WHYpUSI OKa3bIBaeTCsl CTaAuel MOJHOIO WIM HETIOJHOTO
HebPOTUUECKOTO CUHIpOMA.

Cy1iecTBYIOT pasiuyHble Kiaccudbukaiuu 3adoJe-
BaHUsl; Haubosiee BaxKHBIM JJIsI MPAKTUYECKOro Bpaya
Ha TIEPBOM dTare SIBJISIETCSl BbIIEJEHUE BPOXICHHOTO,
UHOAHTWIBHOTO, TIEPBUYHOTO M BTOPUYHOTO Hedpo-
TUYECKOTOo CUHApoMa. BpoxxaeHHbIt HedpoTuueckuit
CUHIIPOM Pa3BUBAETCS 10 TPEXMECSIYHOTO BO3pacTa U sl
HEro XapakTepHO OObIYHO paHHEe pa3BUTHE TEPMUHATb-
HOI TOYEYHOI HEeJ0CTaTOYHOCTH, Yallle BCEro B BO3pac-
Te 2—8 neT. MH(paHTUIbHBIIN HE(DPOTUUECKUI CUHAPOM
pa3BuBaeTcs y JeTeil crapiie 3 Mec XU3HU U 10 12 mec.
ITpu 3TOM Takke BbICOKAa BEPOSITHOCTb Pa3BUTHSI Tep-
MMUHAJIbHON XPOHUYECKON MOYEYHON HEeI0CTaTOYHOCTU
B paHHeM Bo3pacte. [IpencrapisieM BapuaHT Kiaccudu-
LIMPOBaHUsT HE(POTUYECKOTO CUHIPOMA.

Bpoxcdennwiii u uHghanmunbHbLl Heghpomuueckue Cum-
dopombl:

* (bMHCKOro THUIIa C MEPBUYHBIM MOpPaXeHUEeM 0a3aib-
HBIX MEMOpaH KJIYOOUKOBBIX KalWIISIPOB U MUKPO-
KHCTO30M KaHajbleB (MyTauus reHa NPHS1 va 19-it
XpPOMOCOME);

* CEMEWHBII, HEepeOKO CBSA3aHHBIA C MyTaluWeld reHa
NPHS2 na xpomocome 1q25-31;

* CEMEWHBbIA ayTOCOMHO-IOMUHAHTHBINA CTepouape-
3UCTEHTHBIN HE(POTUYECKUI CUHIPOM, CBSI3AaHHBIN
¢ myrauueir reHa ACTN4, kogupytoiero ajibda-ak-
TUHUH-4;

*  HeppOTUYECKUI CUHApPOM mpu Ooje3Hsx JleHuca—
Hpama n ®dpaiizepa, CBI3aHHBINA ¢ MyTaluell reHa
WTI u couetaroluiicsi ¢ nceBnorepMadpoanTU3MOM.
Ilepsuunviii Heppomuueckuii cuHOpom npu enomepy-

AOHepume:

* ¢ MUHUMAaJbHBIMU U3MEHEHUSIMU B TJIOMEpYJiax;

* 1pu (GOKaTbHO-CETMEHTAPHOM TJIOMepyJIocKiepose/
TMAJIMHO3E;

* npu MeMOpaHomponrdepaTUBHOM IIOMepYJIOHe(DPUTE;

OB30PbI JINTEPATYPbI

*  TIpY Me3aHTHOIpoIrbepaTUBHOM INIOMepYyJIoHedpuUTe;

* 1ipu (puUOpoOIIaACTUYECKOM TJIoMepyIoHehpurTe;

* Tpu MeMOpaHO3HOU HedbponaTuu;

* TIpu TJoMepyJoHedpUTe pazIudHbIX MOPGhOIOTH-
YecKMX THIIOB, accouuupoBaHHbIM ¢ Herpesviridae
(BUpyc mpocToro repreca 1-ro u 2-ro TUIOB, LIUTOME-
rajioBupyc, Bupyc OmiurteiiHa—bapp).

Bmopuunbiit Heghpomuueckuii cuHOpoM:

* TIpU BHYTPUYTPOOHBIX MHGEKUMSIX (TOKCOIIA3MO3,
LIMTOMETAIOBUPYC, BPOKAEHHBIN CUbWINC U 1IP.);

* mpu WHGEKIMOHHBIX 3aboieBaHusX (TyOepkyJes,
mausipust, renatut B u C, cudunuc, CMHIpoM npruoo-
PETEeHHOTro UMMYHOIEeGUIIATA U JIP.);

*  TIPU CUCTEMHBIX 32001 BaHUSIX COENMHUTETBHOMN TKA-
HU, CUCTEMHBIX BaCKYJIUTaX;

* TIpU CTPYKTYPHOM IU33MOpUOTreHe3e MOYeUHON TKa-
HU, BKJIIOYast TMTIOTUIACTUYECKYIO TUCILIA3UI0 TTOYEK;

* Tpu OoJie3HsIX OOMeHa (HapylleHUU MeTabojn3Ma
TpunrodaHa, TJIMKOTeHO3e, IuabeTe, aMuIouI03e
U Ip.);

*  TIpu TpoMOO3€e MOYEUHbIX BEH;

* TIpU HACJEACTBEHHBbIX OOJIE3HSIX W CUHAPOMax
(Anbriopra, Knunmnens—TpeHoHe, rajakTocHaluno-
3¢, MepUoaMYeCcKOii O0JIE3HU U JIP.);

* TIpU XPOMOCOMHBIX OoJie3HsIX (cuHapoMm Opbenn, 60-
Jie3Hb JlayHa 1 11p.).

KpaitHe BaxxHO sl ompeAesieHUs] TAKTUKW JeUeHUs
U TTPOrHO3a 3200J1€BaHMS BbIIEISITh CTEPOUIUYBCTBUTEb-
HBII ¥ CTePOUIPE3UCTCHTHBIN He(POTUUECKUIT CUHAPOM,
TIPUYEM ITOCTICTHUH BBISIBIsIeTCS TTouTh Y 20% meteii c Hed-
POTMYECKUM CUHAPOMOM. BBIIENSIIOT TakXke CTepoui-
3aBUCUMBI HEe(hPOTUYECKUIA CUHAPOM, TMPU KOTOPOM
CHIZKEHME I03bl MPEIHU30JI0HA UJTU €r0 OTMEHA COITPOBO-
JKJIaeTcsl peuuauBamMu 3adoseBaHusl. Kpome toro, BaxkHO
BBIIEJSITH OOJIbHBIX, Y KOTOPBIX MCYE3HOBEHUE MAaTOJOTHU-
YECKMX TMPOSIBJIEHUI MPOUCXOAUT OBICTPO IOC/E Ha3Ha-
YEHUsI MPETHU30JI0HA, U OOJIbHBIX, Y KOTOPBIX PEMUCCUST
HaCTymaeT TOJIbKO TOoCe JJIUTeabHOro (4 Hem u Oosnee)
HUCTOIb30BaHUSI  [JIIOKOKOpTUKOCTepouaoB.  Hapsiay
C 3TUM BBIIEJSIIOT YacTO PELUMANBUPYIOILUIT HedpoThye-
CKUI CHHIPOM, Korja HabJofaloTcs 2 pelunsa u oosee
B TeUeHMe 6 Mec WK 4 pelianBa 1 6ojiee B TCUCHUE ToMa,
U PEAKO PelUANBUPYIOLINI HeDPOTUUECKUIT CUHIPOM.

AKTUBHOE pa3BUTUE TEHETUYECKMX HCCAeNOBaHUI
B He(POJOTUM MPUBEJIO K TOHUMAHWIO POJIU TeHEeTUYe-
CKUX MyTallUil U MOJUMOPGU3MOB, BEAYIIMX K BOZHUK-
HOBEHHUIO HedpoTuyeckoro cuHapoma y aereit. [lpa-
BWIbHOE BBISICHEHWE MPUYUH DPA3BUTUS 3a00JIeBaHUsI
MOXET KapAWHaJIbHO U3MEHEHUTh Teparuio U BeIeHUE
namueHTa HepoJIOroM.

B nocnennue 15 ner HaGmomaeTcsl B3pbIB MCCEI0Ba-
HUMIl MO0 M3YYEHUIO TEeHETUYECKUX MPUYMH CTePOUAPE3U-
CTEHTHOTro HehpoTUUYecKoro cuHapoma. JlokazaHo, 4yTo 60-
Jee 30 OelKOB, PEryJIMpyIOIIUX (YHKIMIO KIIyOOYKOBOM
uIbTpaliMK IIOMEpYJISIpHOI 0a3aibHOI MEMOpaHbI, CBSI-
3aHbI C 3TUM 3a00JIEBAHUEM, B UX YMCIIe OEIKU MOJOLIUTOB
1esieBoii quacparMbl, aKTUHOBBIE LIUTOCKEIETHBIE OETKH,
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MUTOXOHIPHATbHBIE OCNKMA, OCNKW amre3uu, (HaKTOphI
TPAaHCKPUITIIMKA W Ap. [eHeTWdecKash MpUYMHA Pa3BUTHUS
CTEPOMIPE3UCTCHTHOTO HE(PPOTUUECKOTO CHHAPOMAa MO-
JXeT OBITh BbIsIBIeHa TIouTH Y 70% neteii ¢ BpOXKIEHHBIM
1y 50% — ¢ nHOAHTIIHBHBIM He(POTUIECCKIUM CUHIPOMOM
W 3HAYMTETTHHO PeKe Y TAIMeHTOB 00JIee CTapIIiero Bo3pacTa.
OmnpenesieHre TEHETUIECKON TTPIMIMHBI Pa3BUTHST CTEPOU-
IPE3UCTEHTHOTO He(POTHMUECKOTO CHHIPOMA BaXKHO Y Je-
Teii, TIOCKOJIBKY OOOCHOBBIBAET HEOOXOMUMOCTH 00CIIEIO-
BaHUS JPYTUX YIEHOB CEMbH, MO3BOJISIET MPOrHO3UPOBATh
PUCK Pa3BUTHsI PEIMANMBA 3a00JIeBaHUS TIOCIE TIepecamKu
ITOYKH W, 9TO KpaifHe BaxKHO, TIPOTHO3MPYET OTBET Ha MM-
MYHOCYNPECCUBHYIO Tepariuio [9].

[IprIuHBl pa3BUTUS TIPOTCMHYPUHM KaK TEPBOIIPH-
YUHBI (POPMUPOBAHUS HEDPOTHUECKOTO CUHAPOMA ITH-
TeJIPHOE BPeMsI OCTABAIWMCh MPEIMETOM WCCICIOBAHUI
1 pa3HOOOPa3HbIX TUTOTEe3. [IoHMMaHe BOSHUKHOBEHMSI
MMPOTEMHYPUU TIPUIIIO C MOMEHTA M3YyYeHUST TeHeTUIe-
CKUX OCHOB (DyHKITMOHUPOBAHMS TTOJOIINTOB 1, TJTABHBIM
00pa3oM, OesKoB ux nieseBoii Mmemopansl [10]. B HacTo-
siTiee BpeMsT He(pOTUIECKII CHHIPOM pacCMaTpUBaeTCsT
Kak TromornuToriatust. I1osiBisieTcst Bce OOJbIle TaHHBIX,
YTO OEJTKM IIeJIeBOM MeMOpaHBI TTOMOIIUTOB — He(pHH,
nomounH, CD2-AP, anbda-aktuHUH-4 1 Ipyrue — Mo-
I'YT OBITH 33ICMCTBOBAHBI B Pa3BUTUU CTCPOWTIYBCTBHU-

TEJIBHOTO U CTEPOUIPE3UCTEHTHOTO HeMPOTUUECKUX
cuHapomoB [11]. B Hacrostiiee Bpemst uzBectHo 6osee 30
0eJIKOB, UMEIOLIMX OTHOILIEHWE K (DYHKIMOHUPOBAHUIO
111eJIeBOi MeMOpaHbI TOAOLIUMTOB (Tab. 1).

BonbIIMHCTBO — cilyyaeB BPOXAEHHOTO HedpoTH-
YECKOro CHHIpoMa OOYCJIOBJIEHO MYTalUsIMU TE€HOB
NPHSI1 v NPHS2. D11 reHbl 00ecrieyuBaloT CUHTE3 Oe-
KOB — He(pUH U MOJOMH, JIOKAIU30BAHHBIX B MO0~
Tax U HETMOCPEACTBEHHO YYaCTBYIOLIUX B hOPMUPOBAHUM
1esaeBoil nuacdparMbl IIOMEpPYJISIPHONM 0a3aibHOM MeM-
opanbl. IlleneBoit muadparmoil HasbiBaeTcsl (hUIBTpa-
LIMOHHBII Gapbep, KOTOPBI MPEensTCTBYET (GUIbTpalui
OeJika U3 KPOBU B MOYY, APYTUE DJIEMEHTHI (COJIU, caxapa,
MOYEBHMHA U AP.) JETKO (QUIBTPYIOTCS.

Myrtauuu B rene NPHSI wiu NPHS2 npuonst
K UBMEHEHUIO COOTBETCTBYIOIIETO OesKa, YTO HapylIaeT
(byHkumronupoBanue uieneBoit auadparmbl. bes GyHk-
LIMOHAJILHOM 1IeIeBOil  auadparMbl MOJIEKYJbl Oeka
MPOXOIAT Yepe3 IIIOMEPYJISIPHYIO 0a3aibHyl0 MeMOpaHy
U BBIBOJSITCSI C MOYOM, UTO MPUBOAMUT K MOCTENIEHHOMY
yXyaueHuto GyHKIMU TOYeK M Pa3BUTHUIO TePMUHAIIb-
HOI1 cTaivy MOYEUHOI HEJOCTaTOUHOCTH.

Ienetnueckast mpupojaa BpOXIEHHOTO HehpoThye-
CKOro cuHapoMa (hUHCKOTO THMa, BIEPBble OMUCAH-
Horo N. Hallman u coastl. (1956) [13], 6buta noka3aHa

Tabauya 1. Tensl, OTBETCTBEHHbIE 32 PA3BUTHE BPOKIEHHOT0 He()POTHIECKOTO CHHIAPOMA M CBA3AHHBIX ¢ HUM CHHIPOMOB [12]
Table 1. Gens responsible for development of a congenital nephrotic syndrome and related syndromes

Ten JIokychbt Beakun Denotun
AYyTOCOMHO-JIOMHHAHTHOE HACJIEIOBAHIE

Wnuonatudeckuit nuddy3HbIi Me3aHTMaTbHbII

WTI AEE Wilms tumor 1 ckirepo3, Jlenuca—/lpamia cunapom, @paiizepa CH-
npom, WAGR-cuHIpoM, MIMOMaTUYECKUA CTEPOU-
npesucteHTHbI HC

LMXIB 17ql1 Lim homeobox transcription factor 1-f  Nail—patella (HOrTU—HaIKOJIEHHUK) CUHAPOM

INF2 14932.33 Inverted formin-2 dCIrc

CD2AP 6pl2 CD2-associated protein DCI'C (B3pocibie)

AyTOCOMHO-penecCMBHOE HACJIEIOBAHHE

NPHSI 19q13.1 Nesiin Bpoxnennbiit HC ¢puHckoro tumna

NPHS2 1q25-31 Podocin I/II[I/IOHaTUI/I‘{CCKI/II/I BpoxaeHHbI HC, ctepouapesn-
creHTHBI HC

LAMB2 3p21 Laminin 2 chain Cunngpom ITupcona

PICEI 10g23 Phospholipase € epsilon 1 CTepOI:Iﬂpe3I/ICTeHTHLII/I HC, nuddy3Hbrit Me3anTu-
aJIbHBII CKJIEPO3

PDSS2 6021 Decaprenyl disphosphate synthase, HE @ e main T

subunit 2

ITGA3 17g21.33 Integrin a3 HC ¢ uHTepcTMLIMANTBLHOM OO0JIE3HBIO JIETKUX

ARHGDIA 17925.3 Rho GDP dissociation in inhibitor 2 HMauonarnyeckuii BpoxaeHHbIin HC

SCARB2 4921.1 Scuvenger receptor class B, number 2 CHHAPOM MUOKJIOHYC-TTOYEYHAs] HEAOCTATOUHOCTh

Heussecmmuo TamnoBesi-MoBara CUHAPOM

IIpumeuanue. WAGR-cunapom: omyxosb BuibMca, aHUpUISI, MOYETIONIOBbIE aHOMAJIUU, OTCTaBaHUe B TicuxmdeckoM pazsutnu; ®CI'C — do-
KaJIbHO-CEIrMEHTapHbIi Tiomepynockepo3; HC — HedpoTudeckuit CMHAPOM.
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B 1998 . M. Kestila u coaBrt. [14], KOTOpble Ha XpPOMO-
coMe 19 kapruposanu reH NPHSI, cocrosuiuit u3 29
5K30HOB M KOIMPYIOIIUI TpaHCMEeMOpPaHHBIN TTPOTEHH
HedpuH. Y GUHHOB OOHAPYKEHBI TOJILKO IBE MyTallUU:
Fin-major (neneuus B a3k30He 2) u Fin-minor (Mmyramust
B 9K30He 26). Y Ui 1pyroii HAIIMOHAJIBHOCTH, Y KOTO-
PBHIX pa3BUBAJICS HEMPOTUICCKUI CHHAPOM (BUHCKOTO
THTIA, TTOMOOHBIC MYTAIIMU OBLTW Upe3BBIYATHOW pem-
KOCTBI0, HO Y HUX BBISIBJICHO 0K0JIO 60 pa3HOOOpa3HbBIX
Npyrux Mytauuii Toro xe rena NPHSI [15]. Otu naH-
HBIE 3aCTaBIISIOT pacCMaTPUBaTh (GUHCKUIA THIT Hedpo-
TUYECKOTO CHHIPOMA KaK TeHETUYCCKU MeTCPMUHUPO-
BaHHOC 3a00JIeBaHNE.

HedpuH — onrH U3 OCHOBHBIX O€JIKOBBIX KOMITOHEH-
TOB IIIeJIeBOii MeMOpaHbl. DTO TpaHCMEMOpaHHbBIN Oe-
JIOK, TIPUHAIJICKAIINI OOJBIION TPYIIIIe UMMYHOTTIO0Y-
nuHOB. Mytauust reHa NPHS1, xonupytoliero HeppuH,
Be/IeT K OTCYTCTBUIO IIEJICBOI MEMOPAHBI, YTO TIPOSTBIISI-
eTCcsl KIIMHUYCCKHU TSDKETBIM He(POTUISCKUM CHHIPO-
MOM (BDUHCKOTO THITa HaUMHAasI ¢ aHTeHATATbHOTO TIepH-
olla pa3BUTHs pebeHKA. DTO TTOKA3aHO TIPU JIEKTPOHHOMN
MUKPOCKOTINH (PparMeHTOB KJIyOOUuKa y TaliueHTOB (puH-
CKOIf HAITMOHAJTLHOCTH C BPOXKICHHBIM HE(POTHICCKIM
cuaapomMoM [16]. OcoGeHHOCTBIO TIOMEpYa MPU 3TOM
3a00JIcBaHUM OKAa3bIBaCTCSl MX aTyOYJISIPHBIN XapakTep,
YTO CITOCOOCTBYET TUIIEPTPOGUN OCTABIITMXCS] «<HOPMaJTh-
HBIX KJTYOOUKOB» 1 Pa3BUTHUIO MUKpPOKUcTO3a [17].

BropbiM 10 (pyHKIIMOHAIBLHOM 3HAUYMMOCTH OCIIKOM
IeJIeBO MeMOpaHBI TTOMOIIMTOB SIBJISICTCS TTOMOIIVH.
B 1995 1. A. Fuchshuber u coaBrt. [15] kapTupoBaiu reH
nomolMHa Ha Xxpomocome 1q25-q31 mpu ayTocOMHO-
peuieccuBHOM HedpoTuueckom cuHapome. OcoObeHHO-
CThIO 3a00JIeBaHUs OKa3aJloCh paHHee Hayajxo, BBISB-
JICHWE TIpY OWMOIICHM B MeOroTe 00JIe3H MUHUMATBHBIX
W3MEHEHUH B TJIOMepyiax, a IMpH MO3MHE OUOTICcunl —
(bokaTbHO-CErMEHTApHOTO  TJIOMEpPYJIOCKIepo3a, OT-
cyTcTBUE 3 heKTa 0T UMMYHOCYIIPECCUBHOI TepaInH,
CKJIOHHOCTh K OBICTPOMY IIPOTPECCUPOBAHUIO C pa3-
BUTHEM XPOHWYECKOW ITOYCYHOUW HETOCTaTOYHOCTH.
[IpoBeneHHBIC B OTAEICHUM HEMPOIOTUM WHCTUTYTA
[18] coBMecTHO ¢ coTpyaHMKaMu MenuKo-reHeTude-
CKOTro Hay4yHOro ILIeHTpa 00cjeqoBaHus OOJbHBIX CO
CTEPOUIPE3UCTCHTHBIM HE(GPOTHYECKUM CHUHIPOMOM
IUTSL oTIpefieSieHHsT Te(eKTOB TeHa, KOIMPYIOIIETro om0~
LIMH, BBISIBUJIIM MyTaluu B 2% ciydaeB. CoueTaHHOE UC-
cliefloBaHWe U3MEHEHUsI Pa3IMYHBIX T€HOB MO3BOJIMIIO
MPearojaraTb, 4YTo IS Pa3BUTHUS CTEPOMIPE3UCTCHT-
HOTO He(POTHYECKOTO CUHAPOMAa HEOOXOIMMa MYTaIlHst
IT0 KpalfHeit Mepe IBYX TEHOB. DTO BOITPOC JIJIST OYIYIITNX
nccinenoBaHuii. [TomoIMH JTOKaIM30BaH Ha IMTOILIA3-
MaTMYeCKO TMOBEPXHOCTH IeaeBoir MeMOpaHbl [19].
DTOT MPOTEUH B3aUMOICHCTBYET ¢ HE(PUHOM U IPYTH-
MU OeTKaM¥ IIIeJIeBOMl MeMOpPaHBI, OMpeaesss e¢ Tpo-
HUILIAeMOCTb IIJis OEJIKOB 1u1a3Mbl KpoBu [20].

I[lpr  ayTOCOMHO-TOMWHAHTHOM  He(MpPOTHYECKOM
CHHIpPOME B HEKOTOPBIX CIIydassx OOHapYKUBAIOTCS MY-
taiuu reHa NPHS2. Mytaium 3TOro reHa BbISIBJISIIOTCS
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Wy JTronei, y KOTOPBIX He(POTUIESCKUN CHHIPOM pa3-
BWICSI BO B3POCJIOM COCTOSTHUU. [lomynsiimoHHOEe WC-
cnenoBanue A.C. Pereira u coast. (2004) [21] moka3zaio,
YTO OOHApyXeHWe Y WHIWBUAYYMOB ToJMMOpduU3Ma
R229Q B reHe nomonuHa 10CTOBEPHO KOPPEIUPYET C Ha-
JIMYMEM MUKpoaaboyMuHypuu. OOBIYHO B ceMbe 3a00-
JIeBacT OIWH PeOCHOK, Y KOTOPOTO BBISBIISIETCST CTEPOUI-
PE3WCTECHTHBIN HEMPOTUYCCKUN CUHAPOM W MYTaIlus
NPHS2. Tlpu CcTepoMIuyBCTBUTEILHOM He(ppOTUYEC-
CKOM CHHIpPOME MYTaIliii TeHa TTOIOIHA, KaK IIPaBIJIO,
He oOHapyxXuBaetcs [22].

BoisiBnenune myraniuu NHPS2 y GOJbHBIX CO CIlopa-
OUTICCKUMU CITYJasiMA CTEPOUIPE3UCTCHTHOTO Hedpo-
THYECKOTO CHUHIPOMa SIBIIIETCS OCHOBAaHWMEM IS W3-
MEHCHUS TEepPareBTUYCCKON TaKTUKW W TIPOBEICHMUS
MEIUKO-TEeHeTHYECKOM KOHCYIbTalmu. Hu y omHOro
0OJILHOTO ¢ MyTaIluell TeHa TTOJOIIMHA He pa3BUIOCH pe-
MHCCHUU TIOCJIe MCIOJIb30BaHUS LIMKIOCTIOpUHA A WU
nukinodochamuaa [23].

B mocienHee BpeMsT BBISIBIISIIOTCS TTAITUCHTHI CO CTe-
POMIPE3UCTCHTHHIM He(PPOTHUECKIM CUHIPOMOM M MY-
TanusMu AByX reHoB: NPHSI w NPHS2 [24]. B stux
ciyJasix 3a0oJieBaHMe MMeeT OYeHb paHHee Havaio u da-
TaJlbHOE TeUeHUE, MOP(OJOTUIECKH onpeneisieTcss ¢ho-
KaJIbHO-CETMEHTapHBII TIIOMEPYIOCKIEPO3.

B 15-20% cnydaeB BpOXICHHBIM HeppoTHYIC-
CKUIl CUHIPOM HE CBsI3aH ¢ MyTaluusiMu B reHax NHPS1
v NHPS2. B takoii cuTyaiiu HEe0OXOIUMO UCKaTh MY-
TallMX B IPYTUX Te€HaX WM MOTYT UMETh MECTO HereHe-
TUYECKYE TIPUIMHEI 3a00JIeBaHUsI, HATIpUMep WHOEKITNN
(BpOXIEHHBIN CU(MWINC, TOKCOTUIA3MO3).

Penko, HO BcTpevaroTcsl Clydad CEMEHOTO ayToCo-
MHO-TOMMHAHTHOTO CTePOMIPE3UCTCHTHOTO HedpOTH-
YeCKOTO CHHIPOMA, TIPU KOTOPOM BBISIBIISICTCST MYTaITUsT
reHa ACTN4, xonupytolero 0eJIoK IIUTOCKeeTa MOoa0-
LUTOB — ajibda-aKTMHUH-4. Mopdosiornyeckum BbIpa-
JKEHUEM TIaTOJIOTUH OKa3bIBaeTcsl POKaIbHO-CETMEHTap-
HBII TIoMepyJiockiepo3d [11]. YkazaHHbIE Ucceg0BaHUS
CUMTAIOTCST KIIACCHYCCKUMM, ONPEHCISIONIMMU M3yJe-
HHE HePOTHIECKOTO CHHIPOMA HE TOJIBKO B TPOILIOM
U HACTOSIILIEM, HO U B OyIyLLIEM.

CBoeoOpa3Hy0 TPYIIYy BPOXICHHOTO HedppoTHYIe-
CKOTO CHHApPOMAa TIPEICTaBISIOT CHHIPOMEI JleHmca—
Hparmra n ®paiizepa. VIx o0beaMHIET HATUYKNE CKIIEPO-
3UPYONINX BapUaHTOB MOP(MOIOTMUECKOTO TOPaKEHMS
MTOYeK, HaJuJMe TUCTEHE3WW TOHAll, paHHee pa3BUTHE
CTePOMIPE3UCTCHTHOTO  HE(POTUIECKOTO  CHHIPO-
Ma u mytauusi reHa WT1. Otauyaer 9TU ABa CUHAPO-
Ma YacToe pa3BUTHE OIMyXoju BuibMca Tpu cHHIpOME
Henuca—/lpamia, TUNUIHBIM JISI HETO OKa3bIBaeTCS
nuddy3HbII Me3aHTHalbHBIN ckiaepo3. [Ipu cuHapome
®paiizepa, KaK TIPaBUIIO, OITyXoJd BuibMca He HaOIO-
maeTcs, a Tpu MophOOHONITUIECKOM WCCIeIOBaHUN
ITOYEK BBISABIISICTCS (hOKaTbHO-CETMEHTAPHBIN TIIOMepy-
JIOCcKIIepo3. M3BeCTHO, YTO BO3HUKHOBCHUE CUHIPOMOB
Henuca—/lpamra u @paiizepa TeTepMUIHUPOBAHO MyTa-
LUSIMU B pa3IUYHBIX yyacTkax reHa WT1, pacronoxeH-
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Horo Ha xpomocome 11q13. JlnnTenbHOE BpeMsi 3TOT IreH
paccMaTpuBaJicsl TOJBKO C TTO3WIIMM CYyIIpeccopa OIly-
xomu Buimbmca. B Hacrosiiiee Bpems cTajia OYeBUIHOMN
MHOTOTPaHHOCTb eT0 (GYHKIUIT B TIpoiiecce hopMUpoBa-
HHSI MOYETIONIOBOM cUcTeMBbl. Eciim oOpaTtuThesl K Kitac-
cubUIIMPOBAHMIO AaHOMAJIUIA PA3BUTHSI TIOYEK C TTO3UIIUU
TeHOB, YYaCTBYIOIIUX B 3TOM IIpOIlecce, TO OKa3hIBaeTCs,
yto WTI odyeHb aKTMBEH yXe Ha CTamuu oOpa3oBaHUs
MOYETOYHUKOBOTO pocTka [25]. Hambosblee BiIusiHUE
ero Ha pa3BUTHE ITOYKM CKa3bIBAacTCsS Ha CTAIMU TJIOME-
pyJioreHe3a.

IMon Hamwmm HabMoAeHUEM Haxoauiauch Oojee 20
nmeteit ¢ cuaapomamu Jdenuca—/paira u @paiizepa [26]
(ta6n. 2). INauueHTHl MOCTyNaad B KJIMHUKY C Harpas-
JITIOIIAM THAarHO30M: TJIOMEPYJIOHEeMPHT, CTepOuape-
3UCTEHTHBI He®pPOTHYECKMiA CWHIpOM. BcemM B Ha-
YaJIbHBI TIEpHON 3a00JieBaHUS ITPOBOAMIIACH TEPATTHS
TJTIOKOKOPTUKOCTEPOMIAaMH, TP KOTOPOW HE TOJIBKO
He HaOJTI01aI0Ch YAYIIIeHUST COCTOSTHHS, HO 1, KaK Tpa-
BWJIO, OTMeYaloch yXymmieHue. Heremecoobpa3HOCTh
WCIIOJIb30BAaHUST 3THX TIpeTapaToB B JICUCHWM JIETCH
¢ He(POTUYECKUM CUHIPOMOM, OOYCIOBJICHHBIM MyTa-
nueii reHa WT1, mokazaHa R. Ruf u coast. (2004) [27].
Myrtaumst B rene WT1 6bina onpenenieHa y 9% GOJNBHBIX
CO CTePOMIPE3UCTCHTHBIM HE(POTUISCKUM CHHIPOMOM
W He BBISIBJICHa HW y OJHOTO ITallMeHTa CO CTePOMIIYB-
CTBUTEITLHBIM He(DPOTHUSCKUM CUHIPOMOM.

B mporrecce Harrero o6ciieoBaHMsI, HapsLy CO CTe-
POMIPE3UCTEHTHBIM HEMPOTUICCKUM CHHIPOMOM Y Ie-
Tel, BBIABIISIICS TICEBIOTepMadpPOIU3M, a TIPU IIUTOTCHE -
TUYECKOM WCCIIEIOBAaHUN COIMAIBHO aTalTHPOBAHHBIX
neBovek oTMevancs 46 XY XpoMOCOMHBII Habop.

IMpu cunnpome Mpaiizepa y 1 pebeHKa QUarHo3 ObLUT
TTONTBEPKIEH MOJICKYISIPHO-TEHETHUECKIM HCCIIeIoBa-
HUEM, KOTOPOE BBISIBUJIO MYTAlMIO B 9-M UHTPOHE TeHa
WTI. Tlpu cunapome [deHuca—/Ipaina Takxke MOJIEKY-
JIIPHO-TEeHETUIECKHU OBIIT 00CIeI0BaH | IMallMeHT U oTIpe-
neneHa MyTaius B 9-m ak3oHe reHa WT'1. Y Bcex HaOu0-

JaeMbIX OOJIbHBIX, KaK 9TO OTMEYaeTCsl U B JIUTEpaType
[28], mpu McmONB30BaHUM MMMYHOCYIIPECCUBHOI Tepa-
nuu Haboaanoch yxyaileHue coctossHus. [IpoBeneH-
Hasl TpaHCIUIAaHTalMsl MOYeK IBYM OOJbHBIM Ha CTaluu
TEPMUHAJIBHOW XPOHUYECKOI MOYEYHOI HEA0CTaTOUYHO-
CTU HE COMpPOBOXAAJACh PELMINBOM HE(HPOTUUECKOTO
CUHIIPOMA, YTO TaKKe XapaKTepHO JUIsl TeHETUYECKH Je-
TEPMUHUPOBAHHOI MATOJOTHH.

Crepouape3ucTeHTHbII HehPOTUYECKUA CUH-
JIPOM MOXKET Pa3BUTLCI M MPU MyTallUSIX IPYTUX TE€HOB
(Tabu. 3). OTo cayyau ceMeiHOTO ayTOCOMHO-JIOMUHAHT-
HOTO He(POTUUECKOTO CUHIpOMa, Tae pu MopdhoouoT-
TUYECKOM UCCJIeIOBAHUU OTPENesIeTCs] Me3aHTMalbHas
npoaudepanus. K naHHoi rpyrine 00JbHbIX OTHOCSITCS
MalMeHThbl ¢ TEPUOINYECKOI OOe3HbIO Ha CTAIUU MOSIB-
JIEHUSI aMWJIOU103a TTOYEK U PSI IPYTUX.

Tak kak HebpOTUYECKUIT CUHIPOM HE PEAKOCTb
B KJIMHMYECKON mMpakTuke HedposoroB, a MNpUYMHA
Y MHOTMX OOJIbHBIX OCTaeTCsl HEM3BECTHOM, MpOaOsIKa-
I0TCSI TIOTIBITKY BBISICHUTD BJIMSIHUE T€HETUYeCKUX (hak-
TOPOB Ha pa3BUTHE ATOM TsKenol matojsoruu. Mcxons
M3 TOTO, YTO IIesieBasi MeMOpaHa MOJOIMTOB UTPaeT OcC-
HOBHYIO POJIb B BOBHMKHOBEHUM MPOTEUHYPUM, a Hed-
PUH — HaWBaXXHEWIIMI KOMIIOHEHT IleJieBoil MeMOpa-
Hbl, clieJlaHa TIOMbITKA MPOAHATU3UPOBATH CTPYKTYPY
reHa HeppuHa NPHS1 y neteit ¢ HepOTUYECKUM CHUH-
JPOMOM pPa3IuuHO# Tsexectu [29]. Okazanoch, 4yto y 5
u3 25 00abHBIX (MOP(OJOrMYecKr MUHUMAaJIbHbIC W3-
MEHEHUsI J0Ka3aHbl MPU MPOBEAEHUU HedpoOuorcrun)
BBISIBJIEHBI paHee B JIUTepaType He OMMCaHHbIE TeTePO3U-
rotuble amenn — G879R, R800C, T294L, A916S. Tpoe
U3 9TUX OOJBHBIX UMEU CTEPOUIUYBCTBUTENbHBIN Hed-
POTUYECKUI CUHAPOM, a JBOE CTEPOMIPE3UCTEHTHBIM.
BbickazaHo MpeanosioxkeHue O poJiu BbISIBIEHHBIX T'eHe-
TUYECKUX OCOOEHHOCTeH Kak (haKTOpoB, Mpeapacroa-
rarouiux K pa3BUTHIO HehpOTUYECKOTO CUHAPOMA.

MHbaHTUIbHBIT HEeDPOTUYECKUI CHUHAPOM MO-
2KeT OBITh CBSI3aH W C APYTMMM BapuMaHTaMu MYyTaLUiA.

Ta6auya 2. XapakTepucTuka 00abHbIX ¢ cuaapomamu Jlennca—/Ipama u @paiizepa
Table 2. Characteristic of patients with syndromes Denis—Drash and Frayzer

o Bospact
Ne Bospacr, manupecramun  ConpaibHblii MOJ Tonaap! Kapunorun Aamiste o Juarno3
00JbHOTO rOIbI HC, roms1 HedpoOMoNCHH  aHAIN3
1 15 2 Kenckuit Myxckue 46,XY dCIcC aF gHHE[pOM
parizepa
2 15 4 —"— =" 46, XY — - To xe
m m CuHpom
3 7 2 —"— — 46,XY JIMC - Termca—]Tpama
4 9 5 —"— =" 46,XY — - —"—
Sy 13* C poxIeHust Myxckoit " 46,XY - - —"—
G 5 1,2 Kenckuit ? 46,XX JIMC F —"—

Ipumeuanue. * — CMepTh OT XPOHUYECKOM TIOYEYHON HEIOCTATOYHOCTH,

** — Hammuume omyxonu Bunmbmca. BombHbiM Ne 1 u 6 TipoBeeHa YCIIENTHO TPAHCIUIAHTAIINS TIOYKU B CTAINK TEPMUHAIBLHOM XPOHUYECKOM
nouevyHoit HepocrtatouHocT. HC — Hedpornueckuii cunapom; ®CI'C — pokanbHO-cerMeHTapHbIi rioMepysnockiepos; IMC — nuddy3Hblit

MEe3aHTUAJIbHBII CKIIEpO3
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Tabauya 3. Tenbl 1 UX JOKANM3aLHs PH PA3TMYHBIX BAPUAHTAX HE(YPOTHIECKOTO CHHIPOMA
Table 3. Genes and their chromosomal localization at various variants of a nephrotic syndrome

CrpyKrypa Mopdonornyeckuii
3aboseBanue HacaenoBanue  Jlokammsanus Ten rena IIpoxykT rena e
HC gumckoro Tuna AP 19q12-ql3  NPHSI 2OKb: 29 g o JMC
9K30HOB
(ELHEIOGAUREIyCE 0 AP 1925-q32  NPHS2 28 monownn @Crc
PEIeCCHBHBII 5K30HOB
S0kb, 10 DPeIOK,
JAMC u301MpOBAHHBIIH ? (AP) 11pl13 WTI ’ peryasarop AMC
9K30HOB
TPAHCKPUITIIAN
Cunnpom Jlennca—JIpama ? (AP) 11pl3 WTI1 —"— —"— AMC

Ilpumeuarnue. CPHC — crepounpesucteHTHblit HedpoTruueckuit cuHapom; CHHC — cTepounuyBCTBUTENbHBIN HEPOTUYECKUIT CUHIPOM.

OctanbHble cM. [Ipumeuanue K Tab. 2.

Tak, Q Cao u coasnrt. (2017) [30] Habmomancs 10-me-
CSIUHBI pebeHOK ¢ MpOTEeUHypueil HedpoThuyecKoro
YPOBHSI, TUITOATLOYMUHYpUE. DKCTpapeHalbHbIE MPO-
SIBJIEHUSI ObLIM MpPEeACTaBIeHbl KapAWOBACKYJISIPHBIMU
HapylIeHUSIMU, OTCTAaBAaHUEM B [ICUXOMOTOPHOM pa3BU-
TUM, ONHOCTOPOHHUM ITO30M. [Ipy MoseKynsipHO-Te-
HETUYECKOM HCClieJoOBaHUM Obljla BbISIBJEHA HOBas
roMo3uroTHast Mytanms p. R360W B rene COQ6. Bxiio-
YeHME B Teparuio KosH3uma QB 103e 30 MI/KT B CYTKU
MPUBEJIO K MCUYE3HOBEHUIO MTPOTEUHYPUH, TTOBBILIEHUIO
YPOBHSI CHIBOPOTOYHOTO aJIbOyMUHA O HOPMaJIbHOTO,
VIYYIIWINUChH MOKAa3aTeJu MCUXOMOTOPHOTO Pa3BUTHSI.
Tem He MeHee B Bo3pacTe 2 JIeT y MalMeHTa MosBUach
HEeWpOCeHCOPHAasl TYroyxocTb. ABTOpamMu ObLIM Mpej-
CTaBJICHBI 6 pa3TUIHBIX MyTaruii B reHe COQ6 y 13 de-
JIoOBeK n3 7 ceMeid. [1pm Kaxkmoii MyTaliiyl ObLT BBISIBIICH
WHMAHTWIbHBIA CTEPOUIPE3UCTEHTHBI HedbpoTHuye-
CKMIA CMHIPOM C HElpoCeHCOpHOil Tyroyxocthio. [lo-
yeyHasi Ouorncusl rnokaszana (hokaabHO-CErMeHTapHbBII
rioMepyjockepo3 B 7 ciydasix u aud¢y3HbIA Me3aH-
rMajbHbINA cKiIepo3 — B 1 ciydyae. Jpyrumu skctpape-
HaJIbHBIMU TIPOSIBJICHUSIMU ObUIM aTakCHsi, CydOpOru,
nucMopdu3M Jviia, TOYeyHO-KaMeHHasi 00JIe3Hb U 3a-
nepxkka pocra. YeTblpe nmanueHTa Mojydyaid KOSH3UM
Q> KOTOPBbIii OKa3ancs 3(PHEKTUBHBIM.

Takum obGpa3zom, eciaud TIpu oOCaeAOBaHUU peOeH-
Ka TOSIBJSIETCS TPENIOJIoXEeHUe O TeHeTUYeCKOn Je-
TEPMUHUPOBAHHOCTU HEDPOTUYECKOTO CUHAPOMA, 3TO
TpedbyeT MOpGhOOMONTUYECKOTO, IIMTOI€HETUYECKOTO
U MOJIEKYJISIPHO-TEHETUYECKOTr0 KOHTPOJISI 10 Ha3Haye-
HUSI MUMMYHOCYIIPECCAHTOB, BKJIIOYasl TIIOKOKOPTHUKO-
CTEPOUIbI, TaK KaK B psifie Cy4aeB OHU MOTYT yXyIlIaTh
TeyeHue 3a00yieBaHUS U CITOCOOCTBOBATH 0oJiee OBLICTPO-
My MporpeccupoBaHuio. IlocienoBaTebHOCTh MOJEKY-
JISPHO-TEHETUYECKOTO 00C/Ie0BaHUSI B 3aBUCUMOCTHU
OT MOPGhOJIOTMYECKOTO BapuaHTa U CPOKOB Pa3BUTUS
HebPOTUYECKOTO CUHIpOMa CyMMUPOBaHa B Ta0J1. 4.

TakuM o0pa3zoM, U3 <«UIMONMATUYECKOTO HedpoTu-
YeCKOT0 CHHIPOMa» CJICAYeT BBIACATH 3a00JIeBaHUS,
00yCJIOBJIEHHbIE MYTallUSIMUA T€HOB, OTPENESIONINX CO-
cTostHUE OeJIKOB I1esieBoii MeMOpaHbl. B psine ciydaes
WMEHHO OCOOEHHOCTH ajlleieil 9TUX TeHOB MOTYT OIpe-

OCJIATh NMPpeapacrioIOKC€HHOCTh K pPa3BUTHIO HC(I)pOTI/I—
YECKOIo cuHapoma. OpHako ocTaeTcst OI'POMHO€ 4YUCJIO
CJIyJyacB He(l)pOTI/I‘{eCKOI‘O CHHIApPOMA, 3THUOJIOTrUsA KOTO-
PbBIX HCM3BECTHA.

KnuHunuyeckas xapaktepucTtuka

KinmHnyeckue TposiBICHUST TTIEPBUYHOTO HedpoTH-
YeCKOTO0 CUHIPOMA, TECHO CBS3aHHOTO C TJIOMEpPYJIO-
He(pPUTOM, OYCHDb PEIKO Pa3BHBAIOTCS Y NMETeil TIepBO-
IO ToIa XWU3HU. TUITMYHO WX IMOSBICHUE B BO3PACTHOM
uHTepBajge 2—7 jeT. 3aboseBaHUME MOXET HayaThCs
OCTPO, YacTO TIOCe CTPENTOKOKKOBOW WM BHUPYCHOM
WHOEKIMU, Tocie BakKImWHauu. OmXHAKO B Ciydae
BaKIMHAIIMY HAJWIUE OTEKOB YacTO CBSI3BIBAIOT C BO3-
MOKHOCTBIO Pa3BUTHS aJUIEPTHUECKUX PEaKIIMii, oTeKa
KBuHKe, 1 TOIbKO 0OpallleHe BHUMaHUS Ha YMEHbIIIe-
HHe 00beMa MOYM U HAJIMYKWE TTPOTEUHYPHUH TTO3BOJISIET
ITOCTaBUTh TMPABWIBHBINA TUarHo3. OTCUHBI CHUHIPOM
BBIpAXEH OOBIYHO Ha JIMIIC, HUXKHUX KOHEYHOCTSX,
B 00JJaCTHM IIOJIOBBIX OPTaHOB. B HEKOTOPBIX CIydasix
MMPY HAJWIUW TUITMYHBIX JTA00OPAaTOPHBIX ITPU3HAKOB
HEe(POTUUECKOTO CHUHIPOMa OTEeKWM HE pa3BUBAIOTCH,
HO Ha CKJIOHHOCTb K TIOBBIIIEHHOM CIIOCOOHOCTH 3a-
NePKUBAaTh KUIKOCTh YKa3bIBAIOT PE3YJIbTaThl TPOOBI
Mak-Kmtopa—Onnpuua (HopMma> 40 MuH).

HedpoTtndeckune oTeKr MSITKHE Ha OIIYITh, JIETKO Me-
HSIIOT PACIIONOXKEHNE B CBSI3M C TICPEMEHOM TTOJIOXKEHMS
pebeHKa, OJleHble, Hake Oellble B HEKOTOPBIX CITydasix.
Bo3MoxHOE OCITOKHEHHME OTEYHOTO CUHAPOMa — pa3BHU-
THE LIEJUTIOJINTA, POXKETTOJOOHBIX U3BMEHEHU, CBSI3aHHBIX
¢ OakTepraTbHBIM WHGUIIMPOBAHWEM W aKTUBHU3AIUCH
KWHWHOBOI CUCTEMEI. B TTociienHee BpeMst OHM BCTpeyva-
JOTCST PelKO BBUIY aKTHBHOM Tepamuu HehpOTUIECKO-
ro cuHapoma. [ledyeHb OOBIYHO 3HAYWTENBHO YBEJIUYC-
Ha, HO ee¢ TaJIbITallisl CTAHOBUTCSI BOZMOXHOI IT0 Mepe
CXOXIEeHMST 0TeKOB. B ciydasx HedpoTudeckoit opmbl
romepysioHedputa (kinaccudukanus no [LH. Crepan-
CKOMY U 1Ip., 1966) rTUumepTeH3MOHHBIN CUHAPOM OOBIYHO
He HaOJIIoIaeTcsl, 0CaJoK MOYM TakXke 0e3 IMaTOJIOTUHU.
Ilpu cmemanHoii ¢dopMe rIoMepyloHedpuTa, Kpome
He(POTUYECKOTO CUHAPOMA, BBIPAKEHBI apTepuaTbHast
TUTICPTCH3MS W/ VTN TeMaTypHsl.
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ImomepynoHedput, mnporexkarwiuii ¢ HedppoTUUC-
CKMM CHHAPOMOM, MMEET CKIIOHHOCTb K PEUMINBUPO-
BaHMio. YacToTa pellManBOB MOXET OBITh Pa3TUIHOM,
KaK ¥ BBIPaXXeHHOCTh OTEYHOTO CHHApPOMA IPH 3TOM.
Yame Haubosiee BbIpaXXeHHbIE OTEKM — aHacapka —
oTMevaroTcsl Tpu nebrpoTe 3abojieBaHus. OOBIYHO 3TO
He OCOOEHHOCTHh TeueHMsT 3a0ojeBaHUsI, a pe3yib-
TaT CBOEBPEMEHHO TMPUMEHEHHBIX TepaneBTHUYECKUX
cpencTB. Bo3MOXHO Hajauyye HEMOJHOro HehpoTude-
CKOTO CUHIpOMa WM W30JMPOBAHHON TMPOTEUHYPUU
He(pPOTUYECKOTO YPOBHS. B aTHX ciayvasix mpexie Bce-
ro HeOOXOOUMO MCKITI0YaTh T€HETUIECKU OOYCITOBIIEH-
HbIE COCTOSTHUS.

JlaGopaTopHBIe TPU3HAKK HEDPOTUIECKOTO CUHIPO-
Ma B OOJIBIION Mepe KOPPeTUPYIOT ¢ BBIPaK€HHOCTHIO
MpoTeMHypuu. Y pebeHKa LeIecoo0pa3HO OpHUEHTHU-
pOBaThCsT Ha MOTEepIo OeKa B MepecyeTe Ha | KT Macchl

B CYTKH, TIPU 3TOM He(POTUICCKON CIMTACTCS TIPOTEH-
Hypus > 50 MI/KT B cyTKM Win > 40 mr/4/M2. B TocnenHee
BpEeMsT CIMTAETCSl HanboJiee TPaBUILHBIM MCCIIeNOBaHIE
IoTepy Oeska ¢ MOYOM IO OTHOIIECHUIO K KPEaTMHUHY
moun. HopmainbHbIi mmoka3atenb — MeHee 0,2 mMr Oenka
Ha | MT KpeaTHHWHA MOYH Y JAeTel cTapiie 2 JeT M MeHee
0,5 Mr/MT y feteir 6—24 Mec XXKU3HM.

Benok, TepsieMbIii ¢ MOUYOl TIpM HeDpPOTHYECKOM
CUHIPOME C MHUHUMAJIbHBIMU W3MEHEHUSIMU, COCTOUT
B OCHOBHOM W3 aThOYMUHA 1 HU3KOMOJICKYJISIPHBIX OeJI-
KOBBIX (bpaKIWii KPOBH, ITOSTOMY IPOTCHHYPHSI HOCHUT
Ha3BaHWE «CEJICKTUBHOW». [IpW TsoKeoM TopakeHUU
KJTyOOYKOBOTO (DYIIBTPa IMMPOUCXOINT TOTEPS] M BHICOKO-
MOJIEKYJIAPHBIX OEJIKOB, BILIOTH IO 0L,-MaKPOTJIOOYIMHA.
B 3THX cimydasx ompenelsieTcsl HeceJIeKTHBHAST TTPOTEH -
Hypus. [Ipr MacCUBHOW TTPOTEUHYPUU TIOSIBIISICTCST 1IH-
JUHAPYpUsl. B HavasbHOM Tlepriome MacCHBHOW TIPO-

Tabauya 4. MonekynsipHo-reHeTHIeCKOe 00C/IeI0BAHNE B 3aBUCMMOCTH OT MOP()0JIOTMIeCKOr0 BAPHAHTA H CPOKOB PA3BUTHS CTe-

pouzipe3ucTeHTHOr0 HeppoTueckoro cunapoma (HC)

Table 4. Genetic examination depending on morphological option and terms of development of a steroidresistant nephrotic syndrome

Mopdoornyeckuii BApuaHT

Kakwue rensl He00X0AUMO

Cpoxku passutus HC
HCCIeI0BATh B MEPBYIO 0Yepeb

Jubdy3HbI ME3aHTHATTBHBIN CKIIEPO3 ¢ MUKPOKUCTO30M
IIPOKCUMAJIbHBIX U3BUTHIX KAHAJIBLIEB

®oxkanbHO-cermeHTapHblil (DCIC)

OCIC

Komnancupyiommuit @CI'C

HECUHAPOMAIbHBIN

Jndy3HbII Me3aHTUATBHBIN CKIEpO3

DOCI'C ¢ HapylIeHUEM CTPOSHMS TJIOMEPYJISIPHOI 6a3albHOMK
MeMOpaHbI

Cunnpomainbhbiii (damie @CI'C)

BpoxkneHHbIi

HC ¢uHnckoro Thmna MR

NPHS2
WTI
PLCE]
CD2AP
NPHS1
MYOE]
CO06
TRPC6
GLEPPI

TRPC6
ACTN4
CD2A4P
MYHY9/APOL1
NPHS2

WTI

INF2
Arhgap24

CD2AP
C0Q2
PDSS2
Glepp 1

PLCE]
WTI
CD2AP

Lamb2
LMBXI
COL4A3/COL4A4

WTI

COQ2 and 6
PDSS2
SMARCAL1
SCARB2
PMM2
Lamb2
LMBX1

B nercrBe
(mo 2—3 ner)

Ilo3nHee Havano, B TOM YKciie
U Y B3POCIIBIX
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TEUHYPUHN IIWUIMHIPH OOBIYHO TWATWHOBBIC. I1pu mpo-
IrPECCUPOBAHMM  TIpollecca  BO3MOXHO  TOSIBJIEHUE
BOCKOBHIHBIX IIVJTMHIPOB.

11 GMOXMMHUYECKOTO CIIEKTpa KPOBM XapaKTepHa
runoanboymMuHeMust. [Ipr 3TOM, KakK TpaBUIIO, CHUXKa-
ercst conepxxaHue B KpoBu IgG, IgA, B To Xe BpeMs 1o-
Boilaetrcst KoHueHtpanus IgM, IgE. Otmeuaercst moBbI-
IeHUe YpOBHSI (GUOPUHOTEHA M TUTTONIpOTeHOB. Cpean
JIATIONTPOTEMTHOB TTOBBIIIEHHBIM OKa3bIBacTCsl YPOBEHB
JIATIONTPOTEMTHOB HU3KOM M OYEeHb HU3KOM IUIOTHOCTH,
a CHWXKEHHBIM — YPOBEHb JIUIIONPOTCHHOB BBICOKOM
IDIOTHOCTH. [TprdrHa TUTTHASMIH TIPU HePOTUISCKOM
CHHIpOME TIPOIOJIKAET M3yJIaThCsT, OYCBUIHA JIUIITh YCH-
JIeHHasT BBIpaOOTKa JUTTMIOB W YXYIIIICHUE WX BBIBEIE-
HMS M3 OpraHu3Ma. BBemeHMe B CIIEKTp JIeKapCTBEHHBIX
CPEICTB CTATUHOB B PSIC CIIydacB M3MEHSIET CUTYAIINIO
B JIYYIITYIO CTOPOHY.

[pu HeDPOTUIECKOM CHHIPOME OTMEJaeTCsT HapyIie-
HHME B3aMMOOTHOIIICHMS CBEPTHIBAIOIIECH, KaJTUKPEHH-
KUHUHOBOW 1 (PUOPUHOIUTUYECKON CUCTEM KPOBU. DTO
CKa3bIBaeTCsT Ha TTOBBIIIICHUY B KPOBU YPOBHS HE TOJTBKO
(pubpuHOreHa, HO 1 APYrUX OEJIKOB, BXOASAIINX B CUCTE-
My Koaryssiuu. [1oBbITaeTcst comepkaHnue B KPOBU Kall-
JIMKpeWHa, TPOMOWHA, TTa3MHUHA.

ComepXaHre OCHOBHBIX 3JIEKTPOJIUTOB KPOBU OOBIY-
HO B IIpemesiax HOPMBI, HEKOTOPOE CHIKCHUE YPOBHSI
HaTpHsl MOXHO CBSI3aTh C €r0O JICITOHUPOBAHUEM BMECTE
C OTCYHOM >KMAKOCTBIO B WHTEPCTHIIMAIBEHON TKaHMU.
ComepkaHne KaIusl B TUTa3Me KPOBH MOXKET TTOBBITIIATHCS
B Tiepronl (hOPMHUPOBAHUST OTEIHOTO CHHIPOMA.

PereHivs B KpoBM KpeaTMHWHAa W MOYEBUHBI TIPO-
HCXOOUT JTMOO TIPM TSKEJIOM, OYPHO pa3BUBAIOIIIEMCS
He(POTHMYECKOM CHUHAPOME, CBSI3AHHOM C OBICTPOITPO-
IPECCUPYIONTNM He(PUTOM, TNOO KaK «HETOCTATOTYHOCTh
ITOYEK OCTPOTO TIeproNa», KOraa MMEIOT MECTO apTepH-
aJbHAsI TUTICPTCH3NS W OBICTPOHAPACTAIONINI OTCUHBII
CHUHIPOM.

OpHEHTHPOBOYHOE TIPEACTaBICHUE O MOP(OIOTUN
ITOYeK IMPU He(HPOTUIECKOM CHHIPOME MOXHO TIOJTYIUTh
Ha OCHOBAHUU YJIBTPA3BYKOBOTO McciaenoBaHusl. OObII-
HO TTOYKY PaBHOMEPHO YBEJIUYCHBI B pa3Mepax, X Kpai
POBHBII, €CTM HET MPEACYIIECTBYIONIETO TU33MOpUOTe-
He3a. B 3aBuUcCMMOCTH OT XapakTepa TOpakeHUs ITOYeK
MOXET TTOBBIIIAThCS 3XOTCHHOCTH MapeHXWMBI, HaOJIo-
TaeTcss M3MEHEHHE ITOYeTHOTO KPOBOTOKA, UTO SIBJISICTCS
OTpakeHWEM HeOJaroTpHUsITHOTO TeYCHUS 3a00IeBaHMS.
Yporpabudeckast KapTUHA XapaKTepU3yeTcsl YBeTUICHM -
€M pa3MepoB TTOYEK M IMOSIBJICHUEM HedporpadmiecKoro
dbeHOMEHa, KorJa PeHTTCHOJOTMYECKM OTMEJaeTcs TI0-
BBIIICHWE TUTOTHOCTH TIOYEYHON TKaHH, IPUOJIIKao-
IIe¥Cs 0 CBOeI XapaKTepPUCTHUKE K ITOTHOCTH TTCYCHH.

YeTkoe mpenctaBieHHEe O MOPMOIOTMYECKON Kap-
THHE W XapakTepe MOpakeHUsT ModYeK Ipu HedpoThde-
CKOM CHHIPOME IaeT THCTOJIOTMYECKOEe WCCIeIOBaHUE
ITOYCYHOM TKaHM, ITOlydaeMoil TIpu HedpOOUOIICUM.
JIJTs1 TTIOJTHOM XapaKTepUCTUKU OMOTICUITHOTO MaTtepraia
HEOOXOMMMO CBETOONTHYECKOE, 3JIEKTPOHHO-MHKPO-

OB30PbI JINTEPATYPbI

CKOIMMYECKOe M MMMYHOMIIOOPECIIEHTHOE HCCIIenoBa-
Husl. B mocnenHee BpeMst NIMPOKO UCTOJb3YETCsl TUCTO-
XUMUYECKOE UCClIeIOBaHUE.

Ilokazanus k HeghpoOuoncuu B ONpENCICHHOW CTe-
MEeHU 3aBUCSIT OT Bo3pacTa pebeHKa ¢ HedpOTUUYECKUM
cuHIpoMoM. Ecim «umuonaTmyecKuit» HepOTUIeCKUi
CUHIPOM 0e3 apTepuaibHOM TMIEPTEH3UU U BbIpaXKeH-
HOIl remMaTypuu pa3BUBaeTcsl B Bo3pacte 2—7 JIeT, TO B
HAcTosIllee BpeMsl CUMTAETCs, YTO MOXKHO MPUOETHYTh
K TPaJULIMOHHON Tepanuu TIIOKOKOPTUKOCTEpOUaaMu,
He TpoBoJisl Hedpobduorncuu. [TosiBIeHre TOpMOHOPE3U-
CTEHTHOCTH, apTePUATbHON TUIIEPTEH3UU U/UIY TeMaTy-
pUM, CKJIOHHOCTb K YAaCTOMY PELIMIAUBUPOBAHUIO — TO-
KazaHus ISl TIpoBeleHUsT nmovyeyHoil ouorncuu. Kpome
TOTO, MTOKa3aHUEM SIBJISIETCS HAJIMYMe Y peOeHKa TeHeTH -
YeCKOTo CUHIPOMA WJIU MMOBTOPHBIX CiIyyaeB HehpoTUYe-
CKOro cuHapoMa B ceMbe. Jlaxke HebobIast, HO MOCTO-
SIHHAsl CKJIOHHOCTb K PETEHILIMM KpeaTWHWHA U APYTUX
a30TCoMepPXKAIlMX BEUIECTB TaKXKe CIYXKMUT MoKa3zaHUeM
K Hedpoduoncumn. OOs3aTeIbHBIM CUMUTAETCS TPOBE-
neHre  Mop¢hoOMONTUYECKOTO UCCIAeIOBaHUSI  OOJb-
HbIM, KOTOPBIM Ha3HayaeTcsl HUKJIOCIOPUH A, nporpad
WJIM pPUTYKCUMAO.

st HePOTUUYECKOTO CUHAPOMA XapaKTepHbI JUOO
MUHUMAaJIbHbIE W3MEHEHMsI, JU00 (HOKaIbHO-CErMEH-
TapHbI [JIOMEPYJIIOCKEPO3, YacTo 63 uMMyHoGII00pec-
LIEHTHOTO CBevyeHUsl. Pexe BBISIBASETCS ME3aHTMOIMPO-
JudepatuBHbI TaoMepydoHedput. [lpu reHeTHyecku
00yCJIOBIEHOM HeGhPOTUYECKOM CUHAPOME TUIUYHBI
(oKaTbHO-CErMEHTapHbBIN TJIOMepyJIockepo3, auddys3-
HBI ME3aHTUAJIbHBIN CKJIEPO3 U APYTUE U3MEHECHUS.

[npIOuaThic OTIIOXKEHUSI UMMYHOTI00yIuHOB G, A, M
u C3 dpakiimym KOMILJIEMEHTA BBISIBJISIIOTCS HA TJIOMEpY-
JISIpHOI 0a3ajbHO MeMOpaHe TIpu UMMYHOMJII00peC-
LIEHTHOM MCCJIeJOBAHUM OuomTaTa M PacUEeHUBAIOTCS
Kak TMpOosIBIEHUE WMMYHOKOMILUIEKCHOTO TJIOMEPYJIO-
Hedpura. JIuneitHoe otnoxeHue IgG BIOJIb CTEHOK KITy-
OOYKOBBIX KaMUJUISIPOB CBOMCTBEHHO TaK Ha3bIBAEMOMY
«aHTUTEITBHOMY» TIIOMEPYTOHEMPHUTY.

JIEMEHUE

Cundpomoaoeuneckas mepanus He@hypomu4ecKozo CuH-
dpoma

Bcesikast cummtoMaTtideckast 1 CHHIPOMOJIOTIeCKasT
Tepanusl B TOW WM WHOM CTETICHW BIWSIECT W Ha TeHE3
3a0osieBaHMsl. [lpu nebrore HePPOTUUECKOTO CUHApPOMA
WU TIPA €T0 PEIMANBE ¢ BBIpAXKeHHBIM OTEKaMU TIpe]i-
MTOYTUTEIbHEee TTpeObIBaHNE OOJIBFHOTO B ITocTeu. PaBHo-
MepHOe corpeBaHue TeJla pebeHKa OyIeT CITocoOCTBOBATh
CHSATHMIO CITa3Ma COCYIOB, YJIyYIICHWIO CaMOYYBCTBUS,
TEHACHITNY K YMEHBIIICHUIO OTEYHOTO CHHIPOMA.

OrpaHUYeHNE COJIU B ITHIIE IIeJIeCO00pa3HO IPU pac-
MPOCTPaHEHHBIX OTeKaX W BHIPAXKEHHOM apTepUabHON
TUTepTeH3NH. TaK KaK B OCHOBHBIX TIPOMYKTaxX ITUTa-
HUS XKMUBOTHOTO TTPOMCXOXKICHUST CONEPKUTCS OOJTBIITOE
KOJIMIECTBO XJIOpWAA HATPUS, TO B OCTPBIA IEPUOM
3a00JIeBaHUSI PEKOMEHIYETCS WCKIIOYUTh W3 TUIIN
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MsICO M pbIOy. JlnuTenbHOe orpaHuveHHe Oejika Helle-
JlecooOpa3Ho. ONTUMAaTbHBIM CUYUTAETCST MCIOJIb30Ba-
Hue 1—1,5 T/Kr B CyTKU KMBOTHOTO OejiKa, YTO OOBIYHO
He nipeBbimaet 100 r B cytku. B cranuu pemuccun nuera
MIPUOIKAETCS TI0 CBOMM MHTPEIMEHTaM K TOMY, YTO Ha-
3HAYaeTCs TPU TaK Ha3bIBAEMOM <«ITCYCHOYHOM» CTOJIE,
T.¢. UCKITIOYAIOTCST 9KCTPAKTUBHBIC BEIECTBA, AJLICPTH-
3UPYIONINE POTYKTHI.

B mocnenHee Bpemst 11 YMEHBITICHUST YPOBHST JTUTTN -
ITOB KPOBU MCTIOIB3YIOTCS CTATUHBIL. B meTcKoii TpakTuKe
ITMPOKO TIPUMEHSICTCS JTUTTOeBast KUCIIOTa.

JIJIsT HeBPOTUIECKOTO CHHIPOMAa CBOMCTBEHEH MEM-
OpaHOMaTOJIOIMYECKMUII TPOLECC, IMO3TOMY LIEJIeCOOo-
Opa3HO TpH JIECYEHUU MUCIOJb30BaTh BUTAMUHBI A U E
B BO3PACTHBIX [03aX, BUTaMuH B, 10 60 Mr B cyTkn. Bu-
TaMuH D Ha3HayaeTcss OTHOBPEMEHHO C TIpelapataMu
KaJIbLIMSI TSI TIPEAYTIPEXKICHUST Pa3BUTHUSI OCTEOIIOpo3a
KaK OCJIOKHEHUSI KOPTUKOCTEPOUITHOM TepaTTiH.

JUTIST CTUMYIIAIIMM TeMOITo33a B CIIydasX ITUTOCTa-
TUYECKOM Tepamnuy HCITONb3yeTcsl (ormeBast KUCIOTA.
[py TosTBJICHNY JISHKOIIEHWH K JICYCHHIO TTONKITFOYaIOT
TTIEHTOKCHJI T HYKJICTHAT HATPHSI.

Ecimm HedpoTHIeCKMit CHHIPOM pa3BUBAETCs HEITO-
CPENCTBEeHHO BCJIeN 3a OaKTepUaTbHBIM BOCTIATICHUEM,
a yaime 3TO OBIBacT CTPENTOKOKKOBas WHQEKIIHS,
TO 00s13aTeIPHO Ha3HAYeHUE aHTUOAKTEePUATHHBIX TIpe-
mapaToB. ONTUMaJbHBIM OKa3bIBACTCSI IPUMEHECHME
MMCHUIIMUTMHOB C KJIaBYJIaHOBOM KucioToit. [Ipm Bo3-
HUKHOBECHWU MHMEKIINA MOYEBOI CHCTEMBI Y peOeHKa
¢ HePOTUIECKUM CUHIPOMOM BHIOOpD aHTUOAKTEPH-
aJTBHOTO TIperrapaTa TOJDKeH YIUTHIBATh MaKCUMATBHYIO
3G HEKTUBHOCTS ¢ MUHUMATBHBIM HE(DPOTOKCUICCKIM
u ajeprusupyromum 3¢ dekToM. B Tex ciyuasix, Kkorma
y pebeHKa UMEIOTCSI 09ard XpOHMYECKON MHMEKIUNT —
Kapuo3HbIe 3YObl, XPOHUICCKUN TOH3WIINT, aIcHOU-
IIAT, — OHU TIOIUTEXKAT CaHAIIHH.

Kpome aHTHOaKTepHaIBbHOM Teparu, Bce OoJiblee
3HaUeHHWe IPHoOpeTacT IPOTUBOBUPYCHAS 3allluTa.
DTO CBSI3aHO C HEPEOKOCTHIO BHPYCACCOIMUPOBAHHO-
ro Hedporuueckoro cuHapoma. [Ipexne Bcero ObLIO
o0paleHo BHUMaHHWE Ha BO3MOXHOCTH aCCOIMAIIHU
rimoMepyiaoHedpuTta ¢ BUpycHbIM rematutoMm B u C
[31, 32]. B mocneaHee BpeMst Bce OoJjibllice BHUMaHUE
obOparmaercsl Ha 3HaUYCHUE TePIIeCBUPYCHOM MHMEKITMT
P TJIOMepyJIoHehpHUTe, MpOoTeKaomeM ¢ HedpOoTH-
YEeCKUM CUHIPOMOM.

VY pebeHKa ¢ MUHUMATbHBIMA MU3MCHEHUSMU B TJIO-
MepyJiaX TOCTeJIEHBIN PeXKUM W TUITOXJIOpHUIHAS JHMeTa
0OBIYHO OKa3BIBAIOTCS JOCTATOYHBIMU, YTOOBI HOPMAaITH-
30BaTh ITOBHIIIIEHHOE apTepualbHOE TaBJICHNE.

B 50—60-e Trompl MPOLIJIOrO CTOJNETUS T YMEHb-
IICHUS BBIPAKCHHOCTH OTEYHOTO CHHAPOMA WCITONb-
30BaJIOCh BBIBEICHME XKUAKOCTH M3 OPIOIITHON TTOJIOCTH
IyTeM TYHKIIUW W TPUMEHSUTUCH PTYTHBIC ITUYPETHUKMU.
[pyroif Tepamuy Ha TOT MOMEHT He OBITO, XOTS TTOHU-
MaJIH, YTO PTYTh CaMa MOXET CIIOCOOCTBOBATH Pa3BUTHIO
orekoB [33]. O xapakrepe HCXOIOB HEMDPOTUUECKOTO

cuHapoma BriepBbie Hanucal G. Arneil [34]. Pesynbrars
€r0 MCCIIEIOBaHMM B 3py 0€3 COBPEMEHHBIX TUYPETUKOB
W aHTHOAKTEePUATBHBIX CPEICTB OBUTM HAMU JTOITOTHEHBI
Mo3e, KOTAa 3TU CPeJCTBa MOSIBUIINCH [1].

VY nereii co cMmemaHHol (GopMOIi rIIoMepyJIoHeDpu-
Ta ¥ BBICOKOW apTepHaIbHOM TUTTEPTEH3UEH MOTYT OBITH
OCIIOKHEHMSI B BUIE SKJIAMIICUU, YTO TpeOyeT aKTHB-
HOU TMIIOTCH3WBHOM Teparmuu, IPUIEeM ITOTCHIIMPYIOT
NEHCTBUEC THWIIOTCH3MBHBIX ITIperapaToB W TUYPETUKH,
KOTOpBIC TaKKe WCITOJNIB3YIOTCS B TIOZOOHOM CUTYyaIluu.
W3 TUITOTeH3MBHBIX CPEICTB HanboIee pacIpoCTpaHeHBI
B HacTosIIIee BpeMsT OJJOKATOPHI KaJTbIIMEBBIX KaHAJIOB,
WHTUOUTOPH aHTMOTCH3WHIIPEBpaIIamero GepMeH-
Ta, TPEHMYIIECTBCHHO IPOJIOHTMPOBAHHOTO NCHCTBUS
(3HaATIPUIT, MOHOTIPUIT 1 1Ip.) ¥ 6JIOKATOPHI PEIIENITOPOB
aHruoteHsuHa IlI.

[lpu BBIpakeHHON aHacapke JicueHHWe OOBIYHO Ha-
YUHAETCS TIETACBBIMHA TUYPETUKAMU: JIA3UKCOM WITH Y-
pocemunoM. Jlo3a TipemapaTta MOAOMpaeTcsl WHINBULY-
aJbHO, HO He Oosiee 10 Mr/krB cyTku. OmHOBPEMEHHO
IPOBOASTCS BHYTPUBEHHBIC BBEACHUS PEOTTOJIUTTIOKIHA
n/wmm 20% anmsbymMuHa. DPdEeKT MOKET HACTYITUTD OBI-
CTPO W TIO3BOJISICT JOXIAThCS ACMCTBUS BEPOIITHPOHA
(uepe3 4—5 gHeit), KOTOpBIN TakkKe HAYMHAET MCITOJIb-
30BaThCSI C MOMEHTA YCTAaHOBJICHUs OWArHo3a B II03€
5—10 MI/KT B CyTKH.

HapynreHnst cucteMbl KOAryJIsIlIiy CBOMCTBEHHBI
MMPaKTUICCKN BCeM OOJTHBIM C He(DPOTHIECKIM CUHIPO-
MOM, TI03TOMY 000CHOBaHA aHTUKOATYJISTHTHASI TePAITHSI.
Yarre ncrmorb3yeTcst mpernapar IMpsiMOTo TeUCTBUS — Te-
napuH, KOTOpbIi HernocpeacTBeHHO Biusier Ha XII, XI,
X, IX, VII, II ¢pakTopsl CBepTHIBAIOIIEH CUCTEMBI KPOBH,
YPOBEHB KOTOPBIX TOBHIIICH IMPU HEDPOTUISCKOM CHH-
npoMe. B mocitenHee BpeMsT relmapuH HEpPeaKO 3aMEHSIOT
AHTUKOATYJISTHTAMU JUTUTEIBHOTO ACUCTBUS — (DparMu-
HOM, (bpaKCUITApUTHOM WJTH KIICKCAHOM.

®parMyiH BBOIAT TOOKOXHO 1—2 pasza B cCyTod-
Hoit no3e 200 ME Ha 1 kr macchl Tena. PasoBast nosa
He pospkHa mpesbiath 18000 ME. MoHUTOpPUHT TIpo-
TUBOCBEPTHIBAIOIIEH aKTMBHOCTH TIperapata MOXKHO
He MpoBomMTh. Tepamuio dpakcummapriHOM He TIpeKpa-
IAIOT 0 MOCTVIKCHUS IIEJeBBIX 3HAYCHWI ITOKa3aTe-
JIT TIPOTPOMOMHOBOTO BpeMeHHM. IlpemapaT HazHa4YaroT
MOIKOXHO 2 pa3a B CyTKU (Kaxmble 12 4) u3 pacuera
86 antn-Xa ME Ha | xr macchl Tena (0,1 M cogepkKuT
950 antu-Xa ME). Knekcan BBOAST MOAKOXHO U3 pac-
yeta 1—1,5 mr Ha 1 kr Maccel Tena 1 pa3 B cytku (1 mr
paBeH 100 antn-Xa ME). Uabekunu cieayeT NpoBOIUTh
ITO0YEPETHO B JICBYIO WJIU TIPaBYIO MepemIHeIaTe paIbHYIO
WY 3aIHETaTepaTbHYIO ITOBEPXHOCTD SKUBOTA.

B Tex ciyyasix, Korga aHTUKOATYJISTHTHYIO Teparuio
HEOOXOIMMO ITPOIOJIKUTH, MCTIONB3YeTCSI aHTUKOATYJISTHT
HEMpsSIMOTO JeWCTBUS — (deHWIuH. [IpuMeHeHue 3To-
TO TIperrapaTta OKa3bIBacT BIMSHWE Ha CBEPTHIBAEMOCTH
KPOBH M CITIOCOOCTBYET DPa3BUTHIO THUITOIIPOTPOMOMHE-
MWY, OOYCIIOBJICHHON HapyIlleHHeM 00pa3oBaHUS B TIe-
YeHU MPOTPOMOMHA, CHUXKAeT oOpazoBaHUEe (haKTOPOB

POCCUVCKW BECTHUK MNEPYUHATOJIOMMN U MEANATPUN, 2017; 62:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2017; 62:(6)

37




VII, IX nu X. I[Ipu stoM deHUIUH 0b6sagaeT OOJbIINM
KYMYJISILTUOHHBIM 2(()eKTOM MO CPaBHEHUIO ¢ HEOAUKY-
MapuHOM. B pesyisrare mpremMa BHYTPh CHIKACTCST KOH-
lIeHTpalusl (HakTOpoB CBEPThIBAHUS KPOBU B TEeUEHUE
8—10 4, mTocTKeHUue MakCUMalIbHOTO 3 deKkTa oTMeva-
ercst yepes 24—30 u.

B KkavecTBe aHTHMAarperaHTa WCITOJB3YeTCSl KypaH-
i (mumupunamon). Ilpemapar oKa3bIBaeT TOPMO3sI-
Iee BIMSTHUE Ha arperaluio TPOMOOIIMTOB, YMEHBIIAeT
CITa3M MEJIKUX KPOBEHOCHBIX COCYIOB, UTO CITOCOOCTBY-
eT YJIYyYIIeHUI0O MUKPOUUPKYISIUUU. 1o3bl — 5—7 Mr/Kr
B CYTKM B T€UCHHE Mecsilia M Oojee, a TIpM MOHOTepa-
ITMH — IUTUTETHHO, TOMAMMU.

MaToreHeTnyeckas Tepanus

Tomepyroneppum — WMMYHHasT TIIOMEpYJIOITATHS,
MMO3TOMY OCHOBHBIM BUIOM Teparuy OKa3bIBAeTCs MPU-
MEHEHME TIpelrrapaToB, HaIlpaBIeHHBIX Ha HOpMaju3a-
LIMIO COCTOSIHUSI UMMYHHOM cucTembl. Cpenu HUX UMe-
IOTCST MMMYHOCYIIPECCAHTBI OOIIEr0o W CEJICKTUBHOTO
TMEUCTBUS, a TAKsKe UMMYHOMOIYJIATOPHI, TaKNe Kak Jie-
BaMM30JI. DTO OTHOCHUTCS K Teparuu, IpUMEHSEeMOM
B MPOLUIOM U HACTOSIILIEM, a TaKXe, MOXHO Tpeanoa-
raTh, B TOI, KOTOpast OyIeT IMPUMEHSTHCS B OYIyIIICM.

O noanoii pemuccuu HepOTUIECCKOTO CHUHIPOMA CY-
MM Ha OCHOBaHWM MCYE3HOBEHMSI OTEYHOTO CHHIPOMA,
WCYC3HOBCHUS WM CHIDKCHUS comepXaHUs Oeska
B Moue 10 MeHee 10 MI/Kr B CyTKM Y MOBBILIEHUS YPOB-
Hs1 anpOymuHa KpoBu Ooisiee 35 r/n. O wacmuunoii pe-
Muccuu CyIuM Ha OCHOBAaHUUW MCYE3HOBEHHSI OTCUYHOTO
CHUHIpOMA, CTAOMJIM3AIMKU COCTOSTHHUSI OOJIbHOTO, CHU-
JKEeHUsI cofiepKaHus Oeyika B Moye MeHee 50 Mr/KIB cyT-
KU ¥ TOBBIIICHUST YPOBHS albOyMUHOB KpoBH 10 30 /1.
[Tpu 6e30TeyHOM (HEMOJHOM) HE(POTUIECKOM CUHAPO-
Me (0 kotopoM coobman M.I1. Matsees, 1975) 00 a¢d-

OB30PbI JINTEPATYPbI

(eKTUBHOCTH Tepallid M XapakKTepe PEeMUCCUU CYIUM
Ha OCHOBaHUMW CHITKEHUS TPOTCUHYPUU W TTOBBIIICHMS
YPOBHS OeJTKa 1 aTbOyMUHA B KPOBU.

Hmmynocynpeccusnas mepanus

K ummyHocymnpeccaHTaM 00111eT0 IeCcTBUSI 00ObIY-
HO OTHOCSIT TJIOKOKOPTHKOCTEPOUWIBI, OTHAKO HYX-
HO WMETh B BUIY IMMPOKUN CHEKTP ACHCTBUS STUX
TOPMOHOB, KOTOpPBIE, KpOME HWMMYHOCYIIPECCHBHOTO
addexra, OKa3BBalOT B OINpEHCICHHON Mepe W WM-
MYHOMOIYJIHpYIOIlee AEMCTBUE, a TakKKe SIBIISIOTCS
MPOTUBOBOCTIAIMTEILHBIMU  cpeicTBaMu. MMMyHOCY-
MPECCUBHOE BIIWSTHUE TIPOSBIISICTCS TIPEKIe BCEro Ka-
Ta0OJM3UPYIOLIMM AeHCTBUEM Ha TUMGMOUIHYIO TKaHb,
a TakKe Ha aKTMBHOCTb MakpodaroB W MoauMopd-
HOSIIEPHBIX HeWTpodmwioB. [IpowcXomuT CTUMYJISI-
IIWST CTEPOMIHBIX PELIENITOPOB M 0Opa3oBaHUE 0COOOTO
Kiacca GEJIKOB — JIMITOKOPTHUHOB, KOTOpBIE 00JamaloT
W IUYPEeTUIECKOW aKTUBHOCTHIO. KpoMme Toro, mmype-
TUYECKOW aKTUBHOCTBIO OOJIAAIOT U CaMM TJTFOKOKOP-
TUKOCTEPOUIBI, IPOTHUBOBOCIAIUTEIPHOE ACHCTBUE
KOTOPBIX B OTIPEICIICHHON Mepe CBSI3aHO C HOPMAJIN3Y-
OIIUM BIUSHUEM Ha KaMWIIIPHYIO IMPOHUIIAEMOCTb.
[TFOKOKOPTUKOUIBI CIYKaT OCHOBHBIMU ITIpeTiapaTaMu
MpU JICYEHUN MALUEHTOB ¢ HEDPOTUYECKUM CUHIPO-
MoM. OO 3TOM, TIpOaHAIM3UPOBAB XapaKTep TEUCHMUS
He(POTUUECKOTO CUHIPOMA Ha MPOTSKCHUN TeCITHIIC-
i, cooomun G. Arneil (1976) [34] (ta6i. 5).

JarHbIe OBUTM TTONTBEPKICHBI Pe3yJIbTaTaMi MHOTO-
IIEHTPOBOTO MCCIICIOBAHMSI POJIA CTEPOMIOB TIPU JICUCHUT
neteit ¢ HepporrueckuM cuHapomoM [37]. Ha ocHoBaHuM
TTOJTYICHHBIX TaHHBIX OBLT BBIIEJICH CTEPONTIYBCTBUTE -
HBIN He(POTHUYESCKUI CUHIPOM, TIPH KOTOPOM HCITOJTH30-
BaHWE TIPETHU30JI0HA B 103¢ 2 MT/KT B CYTKU B TeUCHUE
6—8 Helo TIPUBOIUT K ITOJIHOM peMUCCHM 3a00JICBaHMS.
DT0 TIPOSBIISICTCST ICYE3HOBEHUEM OTEKOB, TIPOTEUHYPHH,

Tabauya 5. Xapakrep TeuyeHus1 HehpoTHIECKOTO CHHIPOMA Y JeTeli IPH Pa3JIMIHbIX BUAAX TePAHN
Table 5. Current of a nephrotic syndrome in children at different types of therapy

Hcxon 3a00aesanns, %

ABTOpBI My IMKAMIA Tonpl Hadmonenns Tepanus OTCYTCTBHE
JIETATLHOCTD pemuceHst
pemucenn
1929—1936 CuMnToMaTuyecKast 67 0 33
1937—1945 +cynbhaHnIaMUIbI 42 18 40
’S}:fgrg il (1976) [34] 1946—1950 + OeH3WIMEHUITNIUTUH 35 11 54
1951-1955 + KOpTHU30J + aHTUOMOTHUKYI 22 29 49
1955—1960 +IMpeaHU30J0H + aHTUOMOTUKHI 9 22 69
M.C. Urnarosna, Moemn "
10.E. Besbtuues (1973) 1962—1968 L i 0 14 86 (74/12)*
_ 1Mo 2 MI'/KT B CyTKHA
[35] n=65
[Mpennuszonon
Hanneie MHUUIT u AX 10 2 MT/KT B CYTKU + JieliKepaH o
M3 PCDCP [36] n=176 1971=1981 (xJ10pOYTHH) 10 ¢ “ 96 (92/4)

0,2 MI/KT B CyTKHU

IIpumeuanue. *B ckoOKax B YMCIIUTENE — MTOJTHBIE PEMUCCUN (KITMHUKO-Ta00paTOpHbIE TIPU3HAKN HE(PPOTUIECKOTO CUHIPOMA OTCYTCTBYIOT), B 3HA-
MeHaTesle — YaCTUYHBIE PEMUCCUU (MCUe3aI0T OTeKH, CTAOMIM3UPYETCSI COCTOSIHUE, HO COXPAHSIIOTCS TPOTEUHYPUST 1 OOMEHHbBIE HAPYIIIEHUST).

MHUWMUIT u X — MockoBckuit HUW nieauatpuu 1 1€ TCKOM XUPYPIUM.
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Henamosa M.C., Jlaur B.B. HedbpoTnueckuit CHHIPOM: TIPOLIIOE, HACTOsIIIEE U OyIyliee

HOpMaJIM3aleld YpOBHS 00IIero Geilka M albOyMUHOB,
JUTAOB KpoBU. O4YeHb penko TpHh HedhpOTHUSCKOM
CHHIPOME C MUHMMATbHBIMU U3MCHEHUSIMU OTMEYaeTCsI
YacTUYHass peMuccus. IMEHHO B 3THX CIydasiX CIIemyeT
MPUOETHYTh K BHYTPUBEHHOMY BBEICHUIO METHJITIPEIHI-
30ji0Ha B 03¢ 20—30 Mr Ha 1 KT mMacchl Tejla pebeHKa —
TPY BBEICHUS [UTST UCKITFOUCHUS MJTH TTONTBEPKICHUST CTe-
POMIYYBCTBUTECITLHOCTH.

Ecnm mocite mocTHKeHUsT peMUCCHH TT0 Mepe YMEHb-
IIEHUS TO3BI TPETHU30JI0HA BO3HUKAeT O0OCTpeHUE,
TO OOBIYHO 3TO COCTOSIHUC Ha3bIBAIOT CTCPOMI3aBUCH-
MocThio. OHa MOXET IMPOSIBUTHCS TP BOSHUKHOBEHUH
y O0JIBHOTO MHTEePKYppeHTHOro 3adoyieBaHus. K uMmmy-
HOCyMpeccaHTaM OOILEro NeWCTBUSI OTHOCATCS JiehKe-
paH (xJIopOyTMH) U 1MKI0(ocdaH, KOTOpbhIE SIBJISIIOTCS
AHTUMUTOTUICCKUMHU cpencTBamMu. IlyTem CBSI3BIBAHMS
C TYaHWHOM U ITUTO30JIEM 3TH ITperapaThl CITOCOOCTBYIOT
paspeiBy crimpaneit JIHK, mostomy HasbiBaloTcsl 1IUTO-
CTaTUKaMHU.

JIpyTyro TPyIITy WMMYyHOCYITPECCAaHTOB OOIIEro Ieii-
CTBHUSI COCTABJISTIOT aHTUMETA0OUTHI. TUITMYHBIN WX TTpe-
CTaBUTEJb, JUTUTEIIPHO WCITONB30BABIINICS B HedpoIo-
TMYECKOM TIpaKTUKe, — a3aTUONpuH (UuMypaH). JleiicTBue
Tperaparta cKasbiBaetcst Ha cuHTe3e JHK, m3-3a yero mpo-
HCXOMUT THOEITh KIIeTKHU. TOJIBKO B OTHETBHBIX MCCIICIOBA-
HUSIX yKa3bIBaeTcsT Ha 3(D(MEKTUBHOCTh 3THX JIEKapCTBeH-
HBIX CPEICTB IPU HE(POTUICCKOM CHHIPOME Y IETEH.

YcraHOBIIEHWE AWAarHO3a ITOJIHOTO HedPOTUISCKOTO
CHUHIpOMa SIBIISIETCSI, TI0 COBPEMEHHBIM ITPEICTaBICHMU-
sIM, OCHOBaHUEM IUIS JICYCHHUS TIIIOKOKOPTUKOMIAMM,
32 UCKIIOYCHWEM CIIyJaeB BPOXKICHHOTO, WHGbAHTUIIb-
HOTO WJIN CUHAPOMAJIEHOTO He(PPOTHUECKOTO CHHIPOMA.
[lpu neGioTe HEPOTUIECKOTO CHHIpOMa Ha3HAYaeTCs
MPEIHU30JIOH B 03¢ 2 MI/KT B CYTKM JIMOO C paBHOMEP-
HBIM paclpeie/icHueM IperapaTta B TCUYSHHUE CYTOK, JTH0O0
C MPEUMYIIICCTBEHHBIM TIPUEMOM B TIEPBYIO TTOJIOBUHY
nHs1. [TomoOHOe TeueHre TTpu HePOTUIECKOM CUHAPOME
C MUHUMAJIBHBIMU M3MEHEHUSIMU OOBIYHO Yepe3 2—3 Hel
MIPUBOIUT K MCIC3HOBCHUIO OTEKOB, YMEHBIIICHUIO TTPO-
TEUHYPUH, OTHAKO JICYCHNE JTOJDKHO OBITH IMPOMOJIKEHO
B TOI Xe mo3e mo 6—8 Hem. [lpaBma, B 3T0 BpeMs MOX-
HO YMEHBIIIATh YMCJIO TIPUEMOB ITOJTHOM TO3HI TIperapara
W WCITOJIh30BaTh MaKCHUMAJTbHYIO O3y TTFOKOKOPTHKOIA
B YTPEHHUE Yachl, YTO yaydliaeT (hyHKIIMIO Haarmodyed-
HUKOB. [1py TakoM TTpIMEHEHUN TIPH CTEPOUTIYBCTBU-
TEJIPHOM BapWaHTe ymaeTcs TOJYYHWTH TOJHYI0 PEMUC-
CHIo 3a00JICBaHUS, a TIPH OTCYTCTBHU 3(hdeKTa TOBOPUTH
0 CTePOMIPE3NCTCHTHOM HEeMPOTHYSCKOM CHHIPOME.
CymectByer MHeHUe [38], K KOTOpOMY TTPUCOESIUHUIOCH
OOJIBIIMHCTBO HE(POJIOTOB, YTO TIPU OTCYTCTBUU 3P PeK-
Ta B TeUeHUE 8 Hell IIepOPaIbHOTO MIPUMEHEHMS TIPETHM -
30JI0HA CJICIYeT MCITOJIb30BaTh TPEXKPATHOE BHYTPUBEH-
HOe BBeleHUE MeTwinpenu3oioHa B mo3e 20—30 mr/kr
(HO He Oojiee 1 T) eXXeTHEBHO WJIM Yepe3 IeHb U TOJIbKO
ITOCJIC 3TOTO CYIUTh O CTEPOUIPE3UCTCHTHOCTH.

[lepBbIif  OMBIT  WCITOJNIB30BAaHUS  TIPETHU30JI0OHA
(70—80-¢ rompl TIPOILIOrO BeKa) MpH JIeYeHUU Hedpo-

TUYECKOTO CHHApOMa TMpeaycMaTpuBal UIMTEIbHYIO
(mo 1—-2 7eT) moaaepXUBaIoIIyI0 TJTIOKOKOPTUKOCTEPO-
WIHYIO TE€paruio C MOCTENEeHHbIM YMEHbIIEHUEM J03bl
MPeAHNU30JI0HA, TMPUMEHSIEMOTO TPEPLIBUCTBIM  KYp-
coM (3 nHS — nedyeHue, 4 THSI — MEPEPBIB) B YTPEHHUE
yacel. OmHAKO MpU XOpouUleM TeparneBTUYECKOM Jeii-
CTBUM CTOJIb JUIMTEJbHOE UCTOJb30BaHME MPEIHU30JI0-
Ha ObLJI0 upeBaTo ModoyHbIMU dpdexktamu [39]. OgHum
13 HauboJiee YacThIX OCIOXKHEHUN Tepaluu OKa3blBaeT-
cs (popmupoBanue cuHapoma KyiimHra ¢ BblpakeHHbIM
oxupeHueM pebeHka. CyliecTBeHHBIM (DaKTOpOM pHU-
CKa Pa3BUTUSI OXXMPEHUSI SIBJISIETCS CKIOHHOCTh MaTepu
6osibHOTO K MojiHOTe [40]. [Tocie momnbITOK NCIOJIb30BaTh
KOPOTKUIA KypC MOAAEPKUBAIOIIEH Teparnuu MpeaIHu30-
JIOHOM OOJIBIIIMHCTBO He(MPOJOroB MPUILIM K 3aKItoue-
HUIO, YTO MaKCUMaJIbHO 3(h(EKTUBHO MPU TMOJYyYeHUU
peMUCCUU BCel 3a TTOJIHOM 10301 MpeaHNU30JI0Ha Mepe-
XOIWTh Ha aJbTepHATUBHBIN Kypc B mo3e 1,5 Mr/kr/48 u
B TeUeHME He MeHee 6 Hell C TTOCIIeNYIONMM CHIDKCHUEM
U TIOCTENEHHOI OTMEHOM JO3bI.

CyniecTByeT HECKOJIbKO BapUAHTOB JIEUEHUS PELU-
JIMBOB CTEPOUAYYBCTBUTEIHLHOTO HE(POTUUECKOTO CUH-
npoma. Hawubosiee pacmpocTpaHEHHBI: MOBTOPHO Ha-
3Ha4yaTh MPEIHU30JIOH B TepareBTUUECKON 103€ U Moce
TpeX OTPULIATEIbHBIX aHATU30B MOUYM Ha Hajluuue OeKa
MepexoUTh Ha AIBTEPHATUBHOE €r0 MCIOJIb30BaHUE CO
CHUIKEHMEM J103bI 10 1,5 MI/KIB CyTKU B TeueHUE 4 Hell
M TIOCJIEAYIOIIE OTMEHOM.

Jpyroif BapMaHT, IPeITOKeHHBIN B 60-¢ TOIBI TTPO-
IIJIOTO CTOJIETUsSI KPYMHENIIUM rearuaTpoM-Hedposo-
rom P. Royer, — paHHee ucnoJyib3oBaHue JielikepaHa,
yXe Tpu MepBbIX peluuauBax HedDPOTUYECKOTO CHUH-
npoMa. DTy METOAMKY MPOAOJIKAIOT MPUMEHSITh U B
HacTosulee BpeMms. B mepBble Toabl MCMOJb30BaAHUS
LIUTOCTaTMKOB MaKCUMaJbHYIO 103y JielikepaHa (XJop-
oyruna) 0,2—0,15 MI/KrB CyTKM NMpPUMEHSUIN B Teuye-
HUe 6 Hel, TOJTOBUHHYIO 03y — B TedeHUe 6 Mec [41].
HWmMest B By TOHAgOTpOnHBINA 3((HEKT, B MOCIeIHUE
roibl CyMMapHylo 103y JelikepaHa cHU3uAuW no 10—
11 mr Ha 1 Xr Macchl peOeHKa.

Tpetuit BapuaHT MpeaycMaTpuBaeT Ha3HAuYeHUE
MUMMYHOMOJYJISITOpa — JieBaMU30Jla, 4YTO OCHOBAaHO
Ha CKJIOHHOCTH JIeTell MPpU UMMYHOCYIIPECCUBHOM Jieye-
HUW pa3BUBaTh TMIIOMMMYHHOE cocTosiHMe. JleBaMu3on
npuMeHsIoT B mo3e 1,7—2,5 mr/kr/48 4 mocie AocTu-
JKEHUST peEMUCCUU He(pOTUYECKOro CUHApOoMa Ha (oHe
MPeAHMU30JI0HA U TIPU Mepexo/ie Ha albTepHATUBHOE €To
ucroJib3oBaHue. JUIMTETbHOCTh TAaKOTO JICUEHUST B Cpel-
HeM 11—12 mec, y meTeil ¢ 4acTo PeUUAUBUPYIOIIUM
HedPOTUYECKUM CUHIPOMOM HAOII0AANOCh YUIMHEHWE
pPEMUCCUI U yBETNUYUBAJIACh UX MPOAOKUTETLHOCTD MO~
cjie oTMeHBbI TNpeaHu3ojioHa [42]. CTojib BbIpak€HHOTO
addexra oT Tepanuu JeBaMU30J0M MPU CTEPOUA3ABUCH -
MOM He(POTUYECKOM CUHIPOME HE TTOJIyYEHO.

ITo nmaHHbIM Hamelt HedpPOJOTMYECKON KIMHUKU,
B MTOCJIEIHUE TO/Ibl OTMEYAETCs yJallleHUe CJIy4aeB roCIu-
TaIU3alMM TAIMEHTOB CO CTEPOUIPE3UCTEHTHBIM Hed-
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POTUYECKUM CHUHAPOMOM. JlOKa3aHO, Y4TO CTEpPOUIPE3H-
CTEHTHOCTB HapsIIy C COXPaHSIOIIEHCS TIePCUCTUPYIOIICH
TIPOTEMHYPHUEH W apTepraTbHOUM TUIIEPTCH3NEH SIBIISIETCS
akTOpOM prICKa pa3BUTHSI XPOHUIECCKOW TTOYCYHOUN He-
JIOCTATOYHOCTHU yXe B JeTCKoM Bo3pacte [43]. MIMeHHO
TP CTEPOMIPE3UCTCHTHOM CHHAPOME BO3ZHUKAIOT OCHOB-
HbIE CJIOXKHOCTH B BbIOOPE 3(h(PeKTUBHON UMMYHOCYITPEC-
CUBHOM Teparu, XOTsI TIPU CTCPOMI3aBUCIMOM U YacTo
peLUMANBUPYIOLIEM HE(PPOTUUECKOM CUHIPOME TIpodemMa
BBIOOpA TepaITMK TAKXKE OCTACTCS CIIOXKHOM 3amaveid.

BrI60Op JTIeueHNS CTepOUAPE3NCTEHTHOTO HepoTIye-
CKOTO CHHIpOMa B OOJIBIIION Mepe 3aBUCUT OT MOpdoJI0-
TMYECKOTO BapHaHTa TIIoMepyloHedpuTa, BbIpaXKeHHO-
CTH TYOYJIOMHTEPCTUIMATHHBIX M3MEHEHUI ¥ TIPU3HAKOB
M33MOpUOTeHe3a MOYeYHON TKaHU. OTHUM M3 BasKHBIX
CPEICTB JICYCHMS SIBIISICTCS KypC METHIITPETHU30JI0-
Ha B COYETAaHWHW C MMMYyHOCyIpeccaHTaMu. [lpemapar
B no3e 30 mr/kr (He Gojiee 1 r) BBOAUTCS BHYTPUBEHHO
KareJbHO 3 pa3a B Helelllo B TeUeHUe 2 Hell, 3aTeM | pa3
B Henemo (2 Mec), 3ateM 1 pa3 B 2 Hep (2 Mec), Cleayio-
it aTan — 1 pa3 B Mecsil (8 mec), ganee 1 pa3 B 2 Mec
(8 Mec). [1peaqHN3010H BHYTPh B aJIBTEPHATUBHOM PEXKM-
M€ Mpu 03¢ 2 MI/KT TIpUMEHSeTCsl ¢ 3-i Hemenu Jieve-
HWS ¥ UCTTOJTB3YeTCsI B TeUCHME 2 MEC, 3aTeM TTOCTETICHHO
OTMEHSICTCS 1 3aMCHSICTCS IIATOCTATUKOM.

[Mnasmadepes UCITONB3YeTCsT UIST BRIBEIEHUS M3 KPO-
BM OOJILHOTO aHTHTEJI, IMMYHHBIX KOMITJICKCOB, IIUTOKH -
HOB, (GUOPUHOTeHa U APYIMX OMOJOTMYECKU aKTUBHBIX
BELIECTB. Yiy4dluaeTcs ¢GyHKUUs MakpodaraaibHo-daro-
LIMTApDHOW CHUCTEMbI, PEOJIOTUYECKUE CBOICTBA KPOBH,
TTOBBIIIACTCS] YYBCTBUTEIBHOCT K WMMYHOCYIIPECCUB-
Hoit Tepantuu. OOBIYHO TIpUMEHsIETCST 3—4 ceaHca Ti1a3-
Madepesa ¢ WHTepBaJIaMU 1—2 THS ¢ OOIIMM OOBEMOM
ynaneHHoi 1a3mbl — 1 OLIT (o6beM LMpPKyIMpYIOLIeit
IU1a3Mbl) C 3aMEeHOI 00beMa BbIBeIEHHOM Iia3Mbl 10—
20% ambOyMIHOM U PEOTIOTMTITIIOKIHOM.

B mocieHME TOIBI TS JICICHUST MCTIONB3YIOTCS CPEI-
CTBa, KOTOPBIC MOXHO OTHECTH K BBICOKOTEXHOJIOTHY-
HBIM, aKTHBHO BJIUSIONIAM Ha WMMYHHBIC MEXaHU3MBI
pPa3BUTHS TJIOMepYJIOHedpUTa, MPOTEKAIOIIEro ¢ Hed-
pOTHYECKUM cuHApoMoM. B XX Beke 1St iedeHUsI AeTeit
C 9TUM 3a00JIeBaHNEM OBITH BIIEPBbIC TTPUMEHEHBI ITUTO-
CTaTUKM: JelikepaH u Hukiaodochan. JlaHHbIe Tpenapa-
1ol ankwupytor JJHK/PHK B ObicTponensiimxcest Kier-
Kax, o0JIafaloT LMTOCTATUYECKUM, ILIMTOTOKCHUYECKUM
CBOICTBaMM, BBI3BIBAIOT MUeEJIOCYIIpeccrio. B Harmmx
HaOJIIOIEHUSIX JIelikepaH (XJOpOYyTHH) ObUI JOCTAaTOYHO
93¢ GEeKTUBEH U BBI3BIBAJI MEHBIIE MOOOYHBIX PEeaKIIUi,
YTO IeNajo ero Ooyiee TPUBICKATSIBHBIM, YeM TIepO-
pajibHO UCTIOJIb3yeMblil 9HIOKCaH [41].

[IpuMeHsTach cienyromiasi METOIMKa WCIOIb30Ba-
HMS TYJbC-Tepalii ITUKIO(MOochaHOM: Ipernapar BBO-
IUJICST BHYTPUBEHHO KaITeJTbHO WM MEIUIEHHO CTPYITHO
B HauajbHO n03e 10—12 mr/kr 1 pa3 B 2 Hejl B TeUCHHUE
MecsIIa, TIPH XOPOIed MepeHOCMMOCTH B HaIbHEUIIIEM
B o3e 15 Mr/KT pa3 B 3—4 HeJ Ha TTPOTsKeHUU 6—12 Mec.
Ilpr sTOM cymMMapHas mo3a He MOOJDKHA ITPEBBINIATH
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250 mr/kr Ha 1 macchl Tena pedbeHka. OIHOBPEMEHHO
WCITOJIB30BAJICS TIPEAHU30JI0H B 103¢e 1 Mr/Kr/48 u [44].
AJIKUJTMPYIOLIIME areHTbl OTHOCITCSI K MMMYHOCYMpec-
CcaHTaM OOIIETro JEUCTBUS, TTO3TOMY IPH OOHApPYKCHUU
y peOeHKa aKTUBHOIA, yaille reprnecBUpyCHON MHGbEKINU
110 Ha3HAYCHUSI UKo ochaHa IPUMEHSUTICH TIPOTUBO-
BUPYCHbIE CPEACTBA U UMMYHOMOYJISITOPbI

[IpopbIB B Tepanmmu HePPOTUIECKOTO CHAPOMA OKa-
3a]T UMMYHOCYTIPECCaHT CEJICKTUBHOTO NEHCTBUS — IIH-
KJocnopuH A, oTKpbIThId B 1970 . B 1972 1. J. Borel [45]
IoKa3ajl, 4To 3TOT Iperapar CIIOCOOCH WHTMOWPOBAThH
KYJIBTYPY JTUMOOIIUTOB TP OTCYTCTBUHU OOIIETo IIH-
TOCTaTUIECKOTO MEHCTBUS, YTO TPHUBEJIO K ITOSBICHUIO
TepPMUHA «CEJIEKTUBHBI UMMYyHocynpeccaHT». Llukio-
CITOPWH A TIOHaBIISIeT Tepeaady MUTOTEHHOTO CHTHaJla
OT PEIeNTOPOB aHTUTCHOB Ha TOBEPXHOCTH KJIETOYHOM
MEMOpaHBI B SIIPO KIIETKH, CBSI3BIBAsCh C COOTBETCTBY-
OIMMMA  ITATOTIA3MAaTUIECKUMU PEIIETITOPHBIMU  OelT-
KamMu. KoMIUTeKCH IMKIIOCIIOPMHOB ¥ PEIETTOPHBIX
0CJTKOB CBSI3BIBAIOT KAJBIIMHEBPUH W WHTUOMPYIOT €TO
docdarazHyro aKTUBHOCTH, TTOHABIISIST SKCIIPECCUIO Te-
HOB, KOJIUPYIOIINUX IUTOKUHBI (MHTePJACUKUHBI-2, -3, -4,
UHTepGEPOH-Y) U pEeLEeNnTop sl UHTepielikuHa-2 [45].
B mocnennee Bpems msydyaercs (popMUpOBaHUE MTOOOY-
HOTO IeMCTBHS IMperapaTta, a MMEHHO MEXaHWU3M pa3BH-
THS apTepUaNbHOM TUTIepTeH3un [46].

HuxorociopuH A HaYajau WCIOJb30BaTh IS JIede-
HUs He(pPOTUUECKOTro cHHApoMa B KoHIe 80-X TomoB
XX Beka [47, 48]. Bnepsoie B Poccun oH ObUT mpume-
HEH y JeTeil ¢ atuM 3abojeBaHreM B 1996 . C 1999 .
MTPOBOIMIIOCH MHOTOIIEHTPOBOE WcciemoBaHue 3ddex-
TUBHOCTH mWKiIociopuHa A — CaHmmMMmyH Heopara
(®upma Hosapruc, Ulseitnapus) npu HedpoTHUECKOM
CHUHIPOME, CBSI3AHHOM C TJIOMEpYJIOHe(PHUTOM, y IeTeit
W3 TIATA POCCUUCKHUX M OTHOTO Ka3aXCTaHCKOTO CIICIIH-
aTM3UPOBAHHOTO Hedposornyeckoro cramuoHapa [49].
HccnenoBaHusT OCYIIECTBISLIUCH 110 SIMTHOMY TTPOTOKOJTY.
BoabIMHCTBO GONBHBIX UMENU TTPU3HAKKA CTEPOMIOTOK-
CUYHOCTU. JIeTH CcO CTepOUApPEe3UCTEHTHBIM HedpoThye-
CKUM CUHIPOMOM, KaK ITPaBUJIO, 10 IIMKJIOCTIOPWHA A TT0-
JIyJaJld BBICOKWE O3Bl METHWJIIPEIHW30JIOHA, JICKepaH
wim 1mkinogocdaH, HepeaKo UM TTPOBOIUICS TutazMade-
pe3. DddexT ot leueHust He ObUI MojydeH. TepareBTuue-
CKasl 103a IUKIJIOCTIOpUHA A cOCTaBIsiiia 5—6 MT/KT B CyT-
KU TIpU YpOBHE LIMKJIOCIOpUHA B KpoBu 80—160 Hr/mi.
[Ipu cTepormIyBCTBUTETLHOM HE(MPOTUIECKOM CHHIPO-
Me JICYCHHE ITMKIOCITIOPUHOM A OCYIIECTBIISIOCH TTOCITE
JOCTIDKCHUST PeMHUCCUU Ha (oHe MPEeTHU30JI0OHA W TIPO-
JoJTKaJloch He MeHee 3 Mec. [1pu coxXpaHeHUH peMHUCCUN
11032 IIUKJIOCIIOpMHA A YMEHBIIIajach MOCTEIIEHHO BIBOE
U JIedeHue MPOBOAMIIOCH B cpeHeM 12 mec.

I[Ipu cTepouape3nCTEeHTHOM CHHIPOME OIHO-
BpeMeHHO ¢ CaHIMMMYH HeopanoM mcImosb3oBacs
NpeaHu30J10H B go3e 1 Mr/kr/484. Ecnu B TeueHue
6 Mec He OBUIO TOCTHTHYTO KIMHUKO-JIab0paTOPHOTO
addekTa, HUKIOCTIOPUH A OTMEHsIIC, a eciu 3P heKT
OBLT TIOJTy4eH W He OBIITO OCJIOXHEHUM OT Tepalwu,
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JIEYeHHE TIPOIOJIKAIOCH B IIOJIOBUHHOM 03¢ HE MEHEe
12 Mec. OTaenbHble OOJbHBIE MOJYYaIU JeUueHUe 1U-
KJIocriopyHOM A Goiee 3 JieT.

[lo maHHBIM MYJIBTHUIICHTPOBOTO MCCIICIOBAHMS, TTOJI-
Hast peMICCHS pa3BUIIACh B OOIIEH CIIOKHOCTH Y 56% ne-
Teit, m3 HUX y 91% — co cTeponmaIyBCTBUTETBHOCTRIO. Ya-
CTUYHAasg peMuccus Habmonanack y 5 (11%) nereit, n3 HUX
vy 3 (7%) — co CTepOMAPE3UCTEHTHBIM He(hPOTHUSCKIM
cuHapoMoM. Kak TipaBuIio, y neTeil ¢ BRIpaskeHHOM cTepo-
MIOTOKCHIHOCTBIO OHA ITOCTETICHHO ¥McUe3alia TPy TIoMy-
yeHuu 3¢gdekra oT mukiocnoprHa A. HeaddekTuBHBIM
JledeHre ObUto y 67% meteit co CTepOMIpPe3NCTEHTHBIM
CHHAPOMOM. B HacTosiiee BpeMsl IIMKJIOCTIOPWH A WC-
MOJIb3YeTCsl TUTENbHO — 2 rofa U 0ojiee 0e3 CHUKEeHUSs
II03bI 10 TIOJIOBUHHOM. [lepBruHasi 3(h(eKTUBHOCTD TaK-
K¢ OIIEHUBAETCS B TCUCHME 6 MeC TIPUMCEHEHUST.

V ormpeneleHHOW TPYIITB GOJTBHBIX CO CTEPOUIPE3M-
CTCHTHBIM HE(POTUIECKUM CUHIPOMOM HE YIaJIoCh T10-
JyunTh 3¢ GeKTa OT MCIOJIb30BaHUS IIUKIIOCIIOpHUHA A.
DTO SBWIOCH OCHOBAaHWEM IUTSA TTPOJOJDKEHHUS ITOMCKA
WMMYHOCYITPECCAaHTOB, KOTOPhIE MOTYT IIPUBECTU K pe-
MHuccun 3aboseBaHus. [TOMyISpHBIMU CTaIU TIperrapaThl
moderuiia mukogeHomnar (Cemncent®, Roche) u Muko-
¢enomoBas kuciora (Maiidhoptuk®, HoapTuc, LlBeii-
Hapusi). AKTUBHBIM HaudajioM ModeTnia MUKodeHomaTra
SIBJISICTCSI MUKO(EHOJIOBAsI KUCIIOTa, KOTOpast ”HTHOUPY-
eT MHO3WH MOHodochaT neruaporeHasy W Mpemynpex-
nmaeT de novo CHMHTe3 TyaHO3WHA W ICOKCUTyaHO3MHA
B tuMdoLUTaX. DTUM IIyTeM JOCTUraeTcsl 0JoKama mpo-
mudepaunu T- U B-muM@poLMTOB U TeM caMbIM ITona-
BJIEHUE MPOAYKIIMU aHTUTE] W TeHepaluuMu LUTOTOKCU-
yeckux Kietok [50]. CyiecTBYIOT aKCIepuMeHTaIbHbIE
MAHHBIC, TOBOPSIINWE O PEHOMPOTCKTUBHOM BIMSHUN
ModeTrIa MUKO(heHoIaTa 3a CYET TTOIABICHHS IIUTOKHU-
HUHIYIHUPYIOIIeH mpoayKum NO U CHYDKESHHSI TIPOJTH-
depal IIIOMEPYISIPHOTO U TyOYyJISIpHOTO MaTpukca [S1].
B nmrepatype MMEIOTCST CBEIEHMS O IIeJIeCOO0Pa3HOCTH
TepeBoaa GOTBHBIX C JICUCHUSI ITUKIOCTIOPITHOM A B CITy-
yae pa3BUTHS He(POTOKCHMIHOCTA Ha MOMETHIIa MUKO-
(deHoOMaT, 9YTO COMPOBOXKIACTCS YAYIIICHUEM TTOYCUHBIX
dynkuwmii [52, 53].

HecmoTpst Ha CITOXKHOCTY BeIeHUS 1 JICUCHUS TeTei
C IJIOMepYTOHEe(PPUTOM, TTPOTEKAIOIIUM ¢ HehpOTHU-
YeCKUM CHHIPOMOM, B HACTOSIIEEe BPeMs CYIIECTBYIOT
TEXHOJIOTUH, KOTOPBIC TTOMOTAIOT TTOJIYYUTh PEMHUCCHUIO
3a00JIeBaHUS HE TOJTBKO TPH CTCPOMI3aBUCIMOM U Ya-
CTO peuMAuBUPYIONIEM HeDPOTUUYECKOM CUHIPOME,
HO W TIpM CTepOMApe3ucTeHTHOM. [IpuHIIUI BBIOOpa
Cpenr TaKWX IIpeTapaToB, KaK CBEPXBBICOKHE TO3BI BHY-
TPUBEHHO BBOIMMOTO IIMKIOMOochaHa U CeJICKTUBHBIC
JIEKapCTBEHHBIC CPEACTBA — ITUKIOCTIOPHH A W Mode-
THJIa MUKO(dEHOIaT, OoNpeaessieTcsl B OOIbIION Mepe
HE TOJIPKO BapMaHTOM KIMHUYECKOTO TEYCHWS, HO U
XapaKTepoM MOPMOTOTHYECKUX U3MECHEHUI B ITOYKAX,
BBISIBJISIEMBIX MpU HedpoOuoncuu. Mmeer 3HaueHUE
TaKKe XapaKTep BO3MOXKHBIX OCIOXHEHHI, TTO3TOMY
MPY CKJIOHHOCTU K BUPYCHBIM WHQEKIIMSIM, a TaKKe

TEHICHIINN K JICHKOTICHUN W aHEMUM CJIEAYeT BO3Iep-
KaTbCs OT UCIMOJb30BaHUA LUKIodochaHa. B ciyyasx
OOHapyXeHUsI TpU HePPOOUOIICUM OTUYETIUBBIX Hed-
POCKIIEPOTUICCKHMX U3MEHEHHH KaK B KITyOOUKOBOM all-
mapare, Tak U B TYOYJIOMHTePCTUIINH Hellelecoobpas-
HO HaYMHATH JICYUCHUE IMUKIOCTIOPUHOM A, KOTOPBIHA,
KakK IPaBWJIO, YCYTYOJIsIeT He(hpOCKIEPO3, CIIOCOOCTBYET
Pa3BUTHIO OCTPOI M XPOHUUECKOM HE(POTOKCUITHOCTH,
YTO MOXKET MPUBOANTH K Pa3BUTHUIO XPOHWIECKOU ITO-
YEYHOU HEOCTATOYHOCTH.

BaxxHBIM OKa3bIBacTCs BO3MOKHOCTb HACIIOCHUST MO-
(hetnna MmukogeHoaTa Ha HMKJIOCIOPUH A, UTO, TT0-BU-
TUMOMY, MOXET ITOTeHITMPOBaTh ICHCTBIE 0OOMX IpeTa-
paToB, a TAKXKE YMEHBIIIUTh HE(POTOKCUIECKUI 3P PeKT
mocieaHero. Kpome IMKIIOCTIOpUHA A, WCTIOIB3YIOTCS
JIEKapCTBEHHBIC CPEICTBA, UMEIOIINE T K& MEXaHU3MBI
NIEeUCTBUSI. DTO TIpexkae Bcero, Takponaumyc (rmporpad) —
MMMYHOCYITPECCUBHBIN TIpeIrapat, OTHOCSIIITUICS K TPYTI-
e MpUPOAHBIX Makpoiauaos. [TpoayuupyeTrcsi akTUHO-
muueToMm Streptomyces tsukubaensis. OTKkpuiT B 1987 T.
B SIlnmonuu rpynmoii T. Goto, T. Kino u H. Hatanaka.

TakpoauMyc 1o MMMYHOCYIIPECCUBHBIM 3¢ deKkTam
cxolieH ¢ 1mukiociopuHoM A. ITomo6HO emy, OH SBIIS-
eTcs aroHMCTOM MMMyHoMWIMHA. Takpoiumyc OoJjiee
aKTHBEH, YeM IUKJIOCIIOpUH A, u Oosiee 3¢hheKTUBEH
B MEHBIINX 103axX. PeakImy oTTopXKeHUs TpaHCIIaHTaTa
Ha (hoHe UMMYHOCYITPECCHBHOM TepaIiy, BKIIOJAoIIei
TaKpOJIMMYC, BCTpeUaroTCs pexke, YeM Ha (poHe Teparuu
IIMKJIOCITOPMHOM A, M TIPOTEKAIOT JIerde, JydIie Ioma-
FOTCSI KYITUpPOBaHUIO [54].

B mocnenmHue Tompl MCTIONB3YIOTCST TTpeTapaThl, BO3-
NEHCTBYOIINE HAa MHTUMHBIEC TIPOIIECCHI, TIPOMCXOISIINIE
B TEHHOM aIllapaTe, B YaCTHOCTH PUTYKCUMAa0 1 ero aHa-
Jotu. Putykcmmat siBisieTcsl TeHHO-MHXKEHEePHBIM (CHH-
TETMYECKUM) XMMEPHBIM MOHOKJIOHAJTBHBIM aHTHTEIIOM
MBIIIIM/4eioBeKa, uMerlnM cneurduyHocts Kk CD20
aHTUreHy. Putykcumab a(p¢heKTuBeH Tpu TOpMO3aBU-
cuMoM HedpoTruyeckoM cuHapome [55]. Ho B psime uc-
CJIeIOBaHMIA TTOKa3aHa ero 3¢ (MEKTUBHOCTD ITPU CTEPOU-
npe3ucteHTHOM cuHapome. Tak, T. Nakagawa u coaBT.
(2016) [56] mpu MpUMeHEeHNU PUTYKCHMMaba y 3 mauyeH-
TOB CO CTEPOUIPE3NCTCHTHBIM HE(DPOTUISCKUM CUHIPO-
MOM TIOJIYIMJIU TIOJTHYIO PEMHCCHIO Y 2 GOJTBHBIX ITOCIE
OIHOTO Kypca My 1 — Tocyie IBYX KypCOB TePaIiu.

CxopHble nmaHHble ObutM mpencraBieHbl K. Kamei
u coaBT. (2014) [57], koTopble TToKa3anu 3(PHEeKTUBHOCTh
Tepaliui PUTYKCMMAaOOM B COYCTAaHWM C ITYJIbC-TepaITv-
el MEeTWJIITPETHU30JI0HOM M MMMYHOCYIIpecaHTaMu y 8
13 10 maLKreHToB co CTEPOUAPE3UCTEHTHBIM HedpoTHde-
CKUM CHHIPOMOM C IOCTIKCHUEM TTOTHOM JTUTETbHOMN
KJIMHUKO-JTA00PaTOPHOM PEMUCCUN Y CEMU M YaCTHYHOM
peMuccuu — y ogHoro. Y 2 mamnueHToB 3(ddekTa or Te-
panuy He TOJyYeHO, U Y HUX pa3BUIach TepMUHATbHAS
CTaIusT XpPOHUIECKOU TTOUCTHOM HETOCTATOUHOCTH.

Hagatbl miccrmemoBaHUs MO MCIOJIB30BaHUIO ITpeTia-
para ofatumumab y mereii. Ofatumumab npencraBiseT
coboit rymaHuzupoBaHHoe aHTHU-CD2(0 MOHOKJIOHAJIb-
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Hoe aHTuTeNo. [IpuMeHeHre ero y 5 MalneHToB co CTe-
POMIPE3NUCTEHTHHIM He(PPOTHUECKIM CUHAPOMOM (B TOM
YUCJIe Y OMHOTO ¢ (POKAJIBHO-CEIMEHTAPHBIM TJIOMEpY-
JIOCKEPO30M B TPAaHCIUIAaHTUPOBAHHOW TIOYKE) TIOKa-
3a10 ero 3¢ ¢GEeKTUBHOCTh Y 4 TallMeHTOB C pa3BUTHUEM
y TpeX — TIOJTHON PEeMHUCCUU W Y OTHOTO — YACTHYHOM
pemuccun. B omHOM citydae He yaamoch 3aKOHUUTH JIede-
HUe U3-3a UHQY3MOHHBIX peakuuii [58].

CpaBHHTEIPHOE W3YYCHHME IEHCTBCHHOCTH BBIIIE-
YVKa3aHHBIX TIpENapaToB HacTpauBaeT Ha ONTHUMHMCTHY-
HBIA JTag B TUTaHEe BO3MOXHOCTEH COBPEMEHHBIX TEXHO-
JIOTUH B JICUCHUH CaMBIX TSDKEIBIX TSI TePaITiy OOJTBHBIX
C BBIPAXXEHHBIM HE(POTUIECKIM CUHIPOMOM.

3aknovyeHue

Hedporuueckuit cuHIpoM — B IPOIILIOM, HACTO-
SIIEM U, TTO-BUAUMOMY, B OyayllleM SIBJISIETCSI ONHUM
U3 OCHOBHBIX B KIIMHUYECKUX HAOIIOAEHUSIX He(POIO-
roB. B mpoiiiom MeHsIHMCh Kitlaccugukamnum 3adoieBa-
HUs, 60JIbIIIOE BHUMaHMeE O0Opaliaaoch Ha HepoTHUUe-
CKU1 CUHIPOM, pa3BUBAIONINICS MPU He(PPOTUIECKOM
U cMellaHHOM (opMax riaoMmepyioHedputa. B Hacro-
s1ee BpeMsl ONpeaeseHo, YTO HEOOXOIUMO BbIAESATh
«BPOXIEHHBIN» U «MH(PaAHTWIbHBIN» HePOTUYECKUI
CUHIPOM, pa3BUBAIOIIMECS B TEPBBIC HEACIU KU3-
Hu pebeHka. OOpallleHO BHUMaHWE Ha TeHEeTUYEeCKue
¢axTopsl B pa3BUTUM 3a001eBaHus. B HacTosee Bpe-
MSI OUeBMIHO, YTO pa3IMYHble BapUaHTHl HepoTHUUe-
CKOTO CMHJIpOMa TaK WJIM MHA4Ye CBSI3aHbI C TCHETHUYE-
CKUMHU BIusTHUSIMHU. He wMckiodaercss BO3MOXHOCTh
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pa3BUTHSI 3a0o0JIeBaHWS HaXe Y B3POCIBIX JIOAECH,
YTO TpeOyeT TEHETUYCCKOW TPaMOTHOCTH HE TOJb-
KO MenuaTpoB, HO W TepaneBTOB. IlaToreHeTnyeckoit
CYITHOCTBIO OKa3bIBAaeTCs IOMOIMTONIATUS, HamboJjee
BBIpakCHHAsT TIPU HACJIEICTBEHHOM He®pPOTHIECKOM
CHHIpPOME.

JleyeHue HepOTUYECKOTO CUHIpPOMA JHOOOT0 Ipo-
WCXOXICHUST TpeOyeT YCTAaHOBJICHMS XapakTepa MOp-
donornuecknx M3MEHEHUN y OOJIEHOTO, a TaKXke yJera
TeHeTUIECKMX TaHHBIX. B TponutoM m HacToseM, na,
HaBepHOE, U B OYIYIIeM TITFOKOKOPTHUKOCTEPOUIBI OCTa-
HYTCSI HEOOXOAMMBIMU TIpU JiIeYeHUU pedeHKa ¢ Hed-
POTHYECKUM CHHIPOMOM. OIHAKO 3XeIaTeIbHO TIpH-
MEHEHHMEe W PEHOIPOTCKTUBHBIX CPEICTB, OCOOCHHO
MPU CKJIIOHHOCTH K TIPOTPECCUPOBAHUIO OOJIE3HEHHOTO
rmporiecca, YTO CBOWCTBEHHO CTEPOMIPE3UCTCHTHOMY
W CTePOMI3aBHCHUMOMY He(DPOTUISCKOMY CHHIPOMY
MPU TEHETMYECKON 3aBUCUMOCTH. He ToipKO B HacTo-
S1eM, HO U B OyaylieM OymyT MCMOJb30BaThCs IIUKIIO-
CITOPMH W TaKPOJUMYC, TaK KaK OHHM OITOCPETOBaAaHHO
B3aMMOJICHCTBYIOT C IIMTO30JIGHBIM OEJIKOM HWMMYHO-
¢unnmuHom (FKBP12), crienmguueckn M KOHKYpPEHT-
HO CBSI3BIBAIOTCS C KAJIBIIMHEBPWHOM M TIOHABIISTIOT €T0
aKTMBHOCTb. MOXHO TIpedrojiaraTb, 4To OYIyT IIHMpe
WCIIONB30BaThCSI TaKWE CPENCTBA, KaK PUTYKCHMaO
W aHAJIOTH, a TAKXKE IPYTHUE TIpeTtapaTthl, BIUSIOIINE Ha re-
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