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PEDEPAT

PaccMOTpeHbl OCHOBHbIE 3/IEMEHTbI 3TUONaToreHe3a, KIMHUKK, AMarHOCTUKM U eyeHns cuHapomMoB BapTtepa u Mrtenbmaxa.
Ob6palLeHo 0co60e BHMMaHWE Ha BO3MOXHOCTb BCTPEUMN 3TUX PeOKMX HACNEACTBEHHbIX TyOyionaTuii B NpakTUKe «B3pOCNIOro»

Hedponora.

KnioueBble cnoBa: runokannemus, cMHapom baptrepa, cuHaopom N'tenbmaHa, B3pochble.

ABSTRACT

The main elements of pathogenesis, clinics, diagnosis and treatment of Bartter and Gitelman syndromes are discussed. Highlighted
the possibility of meeting these rare hereditary tubulopathies in the practice of «adult» nephrologist.

Key words: hypokalaemia, Bartter syndrome, Gitelman syndrome, adults.

Cungpomsl baprrepa (Cb) u I'mrensmana (CI)
OYEHb UHTEPECHBIE B KIIMHUKO-(DU3UOJIOTUUECKOM I1J1a-
HE BapUaHThI HACJIC/ICTBEHHBIX TyOyJIONaThii, epesa-
IOIIUECS, KaK MPABUIIO, [0 ayTOCOMHO-PEIIECCUBHOMY
TUMY (MCKJIIOUEHUE — ayTOCOMHO-TOMUHAHTHAS THUIIO-
KaIIBIUEMUST; CM. HUKE), COITPOBOXKTIAIOLITUECS ITUPO-
KHM CIIEKTPOM CBOCOOPa3HBIX HAPYIICHUNH MOHHOTO
U KHUCJIOTHO-OCHOBHOTO romeocTa3za. OCHOBHBIM
00BEMHSIONTNM KIMHUYECKUM MPOSIBICHUEM THX 3a-
0oJIeBaHMI SBJISIETCS TUIOKanneMus. JlaHHBIE COCTO-
SIHUSA SIBJISIIOTCS. HE TOJIBKO KIMHUYECKOM MpoOIeMoN,
HO ¥ €CTECTBEHHON MOJIEJIbIO, MO3BOJISIONIEH MOHSThH
MHOTHE MEXaHU3MbI TPAHCIIOPTA UOHOB B KaHAJbIIE-
BOM arnmapare Mmouex.
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PasnbiM acniektam 3TuX 3a00J1€BaHUM TTOCBSIIC-
HO OY€Hb MHOI'O COOOIIEHHIA, B TOM YUCIIe (PyHIaMEH-
TaJIbHBIX aHAJIMTHYECKUX 0030pOB, OIYOIMKOBAHHBIX
B OCHOBHOM Ha aHTJIMHCKOM si3bike [1-10].

He octanuck B CTOpOHE OT JIaHHOW MPOOJIEMbI U
OTEUECTBEHHBIC CICLIUAINCTHI, B MyOIMKAIUAX KOTO-
PBIX 3aTPOHYTHI Psiji BOIPOCOB, CBSI3aHHBIX C KJIMHU-
KOM, TMarHOCTUKOM, MaTOT€HE30M M JICUCHUEM DTHX 3a-
OosieBanwmii [11-16].

B HacTosiel JeKIMU Mbl MOMNBITAEMCS KPaTKO
CyMMUPOBATh HAKOTUIEHHBIE CBEJICHUSI B OTHOILIEHUH
Cb u CT, obpatuB, Kak u paHee, 0co00e BHUMaHHE Ha
BO3MOYKHOCTh BCTPEYHM ¢ HUMHU «B3POCIIBIX» Hedpo-
JIOTOB.

JloBOJIBHO J10JIr0€ BpeMsi CUHIIpOMBbI bapTrepa u
T'urenpmMaHa cUMTAINCH MPEPOTATUBONW MEAUATPOB.
OjHako HAKOIUJICHUE ONbITa B JMATHOCTHKE U Jieye-



HUM 3THX COCTOSHUH MPUBENO K TOMY, YTO CTajia BO3-
pacTaTh BEPOSITHOCTh CTOJKHOBEHHS C HUMH H
«B3POCIBIX)» CMEMUATUCTOB. JTO CBA3aHO C TEM, YTO
MHOTHYE TTalUEHTBI, Y KOTOPBIX T€ WJIK UHbIE BAPUAHTHI
Cb BbIBISINCH B JIETCTBE, W, JaXe, B aHTEHATallb-
HOM TIepHO/Ie, I0’KUBAIOT JI0 B3POCIIOTO BO3pacTa, 1e-
pexoist o1 HabIFoJIeHHE «B3POCIbIX» Hedpooros. C
JIPyroil CTOPOHBI €CTh MHOI'O CBEJEHUN O TOM, YTO B
pszne ciydyaeB JaHHbIe HedponaTHW BIEpPBbIE MaHH-
(ecTUpYIOT Yy B3pOCIBIX, MOJOJABIX WM JIAKE MOKH-
JIX Jrofeid. OcoOeHHO 3HaYMMO JaHHOE TIOJIOKEHHE
st cuaapoma ['urensmana [17-19].

Oka3zanock, Take, 4TO pa3iIMYHble BapUAHTHI
cuHapoMa baptrepa (1mo-BuauMoMy, B TIEPBYIO OdYe-
pensb, «kiaccuueckuit» tun 11I) u, pexe, TpaguroH-
HO OTHOCSINIHECS K «aHTEHaHATAJIbHBIMK (JJaXKe Ta-
KHe 9K30THYECKHe, Kak, Hanpumep, Cb tuna V), moryT
BIIEPBBIE BBIABIIATHCS WM, 110 KpaliHEH Mepe, JUarHoc-
TUPOBAThCS Y B3POCIBIX WM MOAPOcTKOB [20-23].

B 1962 F.C. Bartter u coanrt. [24] onucanu aByX
MaIMEeHTOB ¢ TUIOKATHEMUYECKUM aJIKaJ030M, TUIIe-
palbIOCTEPOHU3MOM Ha (OHE HOPMAJILHOTO apTepu-
ajgbHOro namieHus (AJl), CHM)KEHHON NpeccopHOM
peaxnuell Ha BBeneHue aHrnorensuHa Il (All) u ru-
nepruia3ueil IKCTaroMepysIspHOrO anrnapara noyex
(FOT'A). B 1966 1. H.J. Gitelman u coaBT. nipe/cTaBu-
T UCTOpUM OOJIE3HW TPeX MalMeHTOB C MbIIIEYHOMH
c1abocThio, 00yciioBleHHOH aeduiuTom K, u xpo-
HUYECKUM JIEPMATUTOM (BO3MOXKHO, aTpuOyT nedu-
ura Mg?") BCleICTBUE MOTEPh YKa3aHHBIX HOHOB C
Mouoii [25]. 3a0oseBaHue TakKe POTEKAIO Ha (OHE
TUIEpaIbIOCTEPOHU3MA U rHneppeHnHeMun. Onucan-
HO€ COCTOSIHUE, MOJY4MBIlIEe HAUMEHOBAaHUE «CHUH]I-
poM ['mTenbmaHay, BKIIOUaja sSBHbIE IPU3HAKU CXOJI-
cTBa ¢ cuHapomoM, onucanHeiM F.C.Bartter u coaBT.
B 1962 1.

DTy HAOMIONEHUS JIETJIM B OCHOBY OTKPBITHS II€-
JIOHM TPyl HACIEJCTBEHHBIX TYOYIONaTHii, KOTOpbIE
Y TIOJTYYMJIA B KQUECTBE OJIHOTO U3 Hanbosiee pacrnpo-
CTpaHEHHbIX 0000IIEHHBIX Ha3BaHU, HANMEHOBaHHE
«cunapom baprrepa» [11].

Pacnpocmpanennocms Cb u CI' B TOUHOCTH
HEU3BeCTHA. Pe3ynbTaTsl HEKOTOPBIX OIIEHOK MOKa3bl-
BAIOT, UTO OHA MOXKET Jocturath 1,2 Ha 1 MaH Hace-
JIeHUd. DTH JIaHHbIE, CKOpee, MOX0KU Ha «CPEIHIO0
Temneparypy 1o 60JIbHULE», TOCKOJIBKY OHU HE OTpa-
JKAIOT YacCTOTY BBISIBICHUS OTACIbHBIX BapUAHTOB
Cb. B 10 xe BpeMs HCCIeI0BaHuUs, MPOBEICHHBIC B
psifie cTpaH, IPOJIMBAIOT CBET U Ha 3Ty CTOPOHY MpO-
onembl. Hanpumep, B Kocra-Puke uacrora HeoHa-
TaneHbIX BapuaHToB Cb gocturaer 1,2 ma 100 000
BBDKMBIIMX HOBOpOXKJeHHBIX. B KyBeiiTe, rie Benuka
JIoJ1s1 OJIM3KOPOJICTBEHHBIX Opakos, — 1,7. Pe3ko pas-
HSATCSI CBEJIEHHS O pacipOCTPaHEHHOCTH CUH IpoMa [ -

tesnpMaHa. [lonaratot, yto B llIBenun ona pocruraer
19 na 1 muH Hacenenus, Torna kak B Slnonuu — 1030
(1?7 — Aém.). B uenom, gactoty BcTpeuaemoctu CIT
OIICHUBAIOT Kak 25 Ha 1 muH oOuiedt momyssiiuu. [1o
HEKOTOPBIM OLIEHKAaM, JI0JIsl TeTePO3UTOTHBIX HOCHTE-
neit nedextbix reHo CI moxer gocturats 1% cpe-
JIM [TpeJICTaBUTEINel €BPONEOUAHOM packl. DTO MO3BO-
JsIeT paccMaTpuBaTh CUHIPOM [WTenbMaHa B Kaue-
CTBEe OJHOW M3 Hamboyee pacnpocTpaHEHHBIX
HACJIEJICTBEHHBIX TyOysomnaruii [5,14,26].

Cb c neilipocencopnoii iyxotoit (Cb tuna IV) u
Cb tuna V (Cb npu ayTOCOMHO-IOMUHAHTHOM THUIIO-
KaJIbIIMEMUH) BOOOIIE BCTPEUAIOTCS KpailHE PEJIKo.

Omuonoeus. Cb n CI' — knaccuueckue npejacra-
BUTEJIM MOHOT€HHBIX, TEHETHUECKU AeTEPMUHUPOBAH-
HBIX 3200JI€BaHUH, HACTEYIOLIUXCS, KaK YKe yKa3bl-
BaJIOCH BBIIIE, TPEUMYIIECTBEHHO 110 ayTOCOMHO-pe-
neccuBHomMy tuny (Tabi. 1) W CBsA3aHHBIX C
pa3MuHbIMM BUJaMu MyTauuid. Hanpumep, Tosbko
npu CI, onpenemnsirommmcst aedexrom rena SLCI12A43,
KOIMPYIOLIMM THA3UI-4yBCTBUTEIBHBIN TpaHCIIOPTED
B JIUCTAJIbHOM M3BUTOM KaHajblle (cM. Tabi. 1), onu-
cano okojo 140 (!) paznuuHbIX MyTanumii [5].

UYroObl HE BO3BpalIAThCs Aajee K 3TOMY BOIPO-
Cy, OTMETHUM ellle OlMH MOMEHT. Jlonroe Bpemst cuu-
TAJIOCh, YTO COOTBETCTBYIOLIUI M€HETHUUYECKUM Je-
¢exr (rerorun) npu Cb u CI” npakTuyuecku 0JHO3HAYHO
OIpeJIeIIAeT KIMHUUECKYH0 KapTUHY 3a00seBanus (de-
HoTuM). OfHaKo, OcTaBasiCb B OCHOBHOM CIIpaBe -
BbIM, 3TO MOJIO)KEHUE B psAJie JleTalell BCKOpe CTajlo
nozBeprarbest peBu3un. OCOOEHHO YETKO ITO MPOsIB-
JsieTcsi B OTHOIIEHWM cuHAapoma ['urenbmana. Kiu-
HUKa JJAHHOTO COCTOSIHHS MOXKET HaOJII0AaThCs Kak
npu JeeKTax reHOB, KOAUPYIOIINX THA3W/I-1yBCTBH-
tensHbIM Tpancnoprep B JAUK, Tak 1 CLC-Kb-kana-
JIbI, pacroyioKeHHbIE Ha Oa3albHBIX MeMOpaHax Ty-
OyJISIpHBIX KJIETOK TOJCTOTO BOCXOJAIIEro OTHesa
neriau 'enne (TnBII) u Toro xe AMCTaNbHOTO U3BH-
TOTO KaHajbla (cM. Tabi. 1). BeisiBnenue raxkoro tumna
Cb, xak cunapom bapTrepa, coueTaronuiicst ¢ Hell-
pocencopuoit ryxotoit (tum IV Cb — cM. Tabn. 1),
KOTOPBII CONIacCHO MOJIEKYJSAPHO-TEHETHUECKON MpH-
poae oTHocuTCs K atosioruu xsiopHeix CLC-Kb/CLC-
Ka-kaHasnoB u cBfi3aH C U3MEHEHUSIMU CTIELUATbHOTO
Oenka — GapTTHHA, BBHITOJIHSIONIETO POJib OeTa-cyone-
JMHUIIBI KaHaa, 00BIYHO TPUBOJUT K (POPMUPOBAHHIO
KJIMHUYECKOW KapTHHBI HE KJIACCUYECKOTO, a (pakTH-
YeCKH aHTeHaTalbHOTO cuHApoma baprtrepa [27].
Onwucansl citydau, Korjia MyTalliu reHa, Koaupytole-
ro CLC-Kb-kanaibl, COOTBETCTBOBAJIN KIIMHHUKE, UME-
rolieii nmpusHaku aubo antenaraibHoro Cb, mibdo CI'
[1]. ITpencraBnensl HAOMIOAEHUS, KOTJIA C TEUCHUEM
BPEMEHH TIPH MOJIEKYIIPHO-TE€HETUUECKH JIOKA3aHHON
npupoze naronorun CLC-Kb-xananoB npoucxoauia
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TpaHchopMalys KIMHUUECKOM KaPTUHBI OT KJIACCHUUEC-
koro Cb k cunnpomy I'urensmana [1].

CrnenyeT Takke OTMETUTh, UTO KIMHUYECKAs Kap-
THHA, B OITpe/IeJICHHON (HO He aOCOJIFOTHO! ) Mepe, Mo-
JKeT 3aBHCETh HE TOJBKO OT TOrO, KAaKOW KOHKPETHO
TeH MOBPEXK/IEH, HO U OT BUJA €ro myranuu [28].

Ilamoeenes. Cb u CI' xapaktepusyloTcs cieay-
FOLIUMU OCHOBHBIMU MTPOSIBJICHUSMU:

* ['unokanuemus

* Merabonuueckuii ankanos

* AKTUBaLIUS PEHUH-aHTHOTEH3UH-ATIBOCTEPOHO-
Boii cuctembl (PAAC) — moBbIlIeHHE KOHIICHTPAIIUU
anpocrepona miasMbl (KAIT) u koHUeHTpamu wim
akTuBHOCTH peHuHa (APII)

» HopmasibHbI€ MM CHU)KEHHBIE YPOBHU A/l

* HapymieHusi roMeocTas3a/lmo4eyHol SKCKPEIUu
KaJbIUST U MarHUst

* [Ipoune HapyieHus (MOINypusl, yBETUICHUE K-
CKpenuu npocraranauna E,, Xonapokanbuunos, ru-
MIOHATPUEMHUS U JIP.)

[Ipu otnensubix Bapuantax Cb n CI' MoryT Tak-
JKe HaOJFOJAThCS U JIPYTUE CUMITOMBI (CM. HUXKE;
Tabi. 2).

Tunoxkanuemus — oHa U3 OCHOBHBIX YepT, 0OBEIH-
wsroras Bee Bapuantel Cb u CI. Mexanu3mbl moyeu-
HOTO TpaHCIOpTa Kajlusl U MaTroreHeTuyeckas 6asza
Pa3BUTHS TUTIOKATUEMUH, TIPY MIATOJIOT MU TEX UIIA MHBIX
KAaHAJBIEBBIX TPAHCIIOPTEPOB, OBLIN JTOBOJBHO TO/I-
POOHO paCCMOTPEHBI B HAIIMX MPEIBITYIINX JISKIUSIX
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CuHgpom bapTttepa
Tuna Vv

[29,30], moaTOMy 37€Ch Ha 3TUX MPOOIEMaX MbI OC-
TAHOBMMCS OUeHb KpaTKo. B ocHOBe opmupoBaHust
CB tunos I, 11, 111, IV nexar nedekrsr Na,K,2Cl-kot-
pancnoprepa, ROMK-kananos, CLC-Kb/CLC-Ka-
kanasoB min CaSR (puc. 1). Kak MbI y:xe oTMeuanu
panee, 1e(heKThI STUX HOHHBIX TIEPEHOCUYUKOB U PeLeTl-
TOPOB NMPHUBOAT K IMOCIIEACTBUSAM, OUEHb MTOXOKUM Ha
BO3HMKAIOIIME NPU MPUMEHEHUH NETJIEBBIX INYPETH-
koB [29,30]. B manHOl cuTyanuu HapymaeTcs: pead-
copOLus HaTpUs, Kajus U XJIopa B TOJICTOM BOCXO/IsI-
uiem otaene neriau lenne (cMm. puc. 1). Ipu CI' oc-
HOBHBIE MU3MEHEHMS MPOMUCXOMSAT B JIUCTAIbHOM
U3BUTOM KaHasblle (puc. 2). Bce 310, B KOHEUHOM
UTOTe, COMPOBOYKAAETCS MOTEPSAMH JTaHHBIX HOHOB C
MOYOH M, B YaCTHOCTH, Pa3BUTHEM TUIIOKATHEMHUH.

Kpowme Toro, aktuBammst PAAC u, npexne Bcero,
HapacTaHWe YPOBHS alIbJIOCTEPOHA CHOCOOCTBYIOT
YCUJIEHUIO KaHAJIBLEBOM CEKpeIMH Kalus B IIaBHBIX
KJIETKaX KOPTHUKAJIBHBIX COOMpATENbHBIX TPyOKax u
CBSI3YIOIUX KaHAIBLEB, YTO BHOCHUT JIOMOJHUTENIbHBIN
BKJIAJ] B pa3BUTHE runokamuemun [29,30].

WutepecHo Taxxke, uro npu Cb tuna Il nepBona-
YaJbHO (B HEOHATAJIBLHOM IEPUOJIC) MOXKET HaOIMIO-
JIaThCsl HE TUIO-, @ TUNepKainemMus. [ unepkanemus
C TEYEHHEM BPEMEHHU CMEHSeTCs THIOKaJIueMHei.
Janublii (heHOMEH OOBACHSIOT TeM, YTO MOCTENEHHO
¢yukuus nedextnoix ROMK-kananoB 3amenaercs
(dyHKIMEH anuKaibHBIX KalMEBBIX KaHAIOB JIPYTUX
TUTIOB [4].
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Memaébonuueckuini ankanos npu Cb u CI' ume-
€T, OUYEBHU/IHO, TMITOXJIOPEMHUUECKYIO U TUIIOKAJTMEeMH-
yeckyto npupoay. He Bxoas B aeranu matoreHesa
JJAHHOTO PacCTPOWCTBa, OTMETHUM, YTO B OCHOBE JIaH-
HOTO HapylUIEHUS] MOTYT JIeXKaTh [OYEYHbIE MOTEPH
XJIopa, KOTOpbIE MPUBOAAT K THIIOXJIOPEMHHU. DTO, CO-
[1aCHO MPUHIIKITY 3JIEKTPOHEHTPATbHOCTH, BHI3bIBAET
3amelleHue aeuiyTa aHHOHOB XJIOpa BO BHEKIIETOU-
HOM KHUAKOCTH TaKKe OTPULIATEIBHO 3apsSKEHHBIM
oukapoonarom ((HCO,). [lononHuTenbHOE 3HAYEHHE
B MaroreHese meradonuyeckoro ajikanosa npu Cb u
CI, BO3BMOXKHO, UMEET COKpalleHne o0beMa BHEKJIe-
TOYHOM >kuaKocTu U akTuBanus PAAC (B mepByto oue-
penb, BIMsiHUE anbaoctepona). [locmeanuii, B yact-
HOCTH, CTUMYJIMPYET BCTABOYHBIE KJIETKH CBSI3YIOLINX
KaHaJbIIEB ¥ KOPTUKAILHBIX COOMPATEIbHBIX TPYOOK,
yCHIIMBAsI BXOJ1 B HUX KaJlusi B OOMEH Ha BOAOPO. DTO
CIOCOOCTBYET MOYEUHBIM TOTEPSIM NMPOTOHOB U BHO-
CUT CBOM BKJIAJl B PA3BUTHUE AJIKAJI03a.

Axmusayuio PAAC npu Cb u CI' 00bIYHO CBS-
3BIBAIOT C COKpaleHueM 3 EKTUBHOIO 0ObeMa BHE-
KJIETOUYHOM JKUAKOCTH BCJIEACTBUE MOYEYHBIX MOTEPH
coneil. [IpunsTo cuntars, uro y naumeHton ¢ CI” oHa
MeHee BBIpaXKeHa, YeM MpH OOJIBIIMHCTBE BapUAHTOB
Cbhb.

Yposenwv A/]. HecMoTpsi HAa HECOMHEHHYIO aKTH-
Baiio PAAC y 6ombnbix ¢ Cb uiu CI, 00b4HO co-
XPaHSIOTCS HOPMAJIbHBIE WIIM MMEIOTCSI HU3KHE 3Ha-
YeHHs apTepuanbHoro aasieHus. [Ipenmnonaraercs,
4To pocTy A/l y Takux MaieHToB MPEeMsTCTBYET yxkKe
YIOMSIHYTOE YMeHbIeHHe 3pHeKTHBHOro 00beMa BHe-
KJIeTOYHOH skuakocTH. He nckiouatot, uro B popmu-
POBaHMM HOPMO-/TMIIOTOHUH TIPH paccMaTpuBaeMOi
MaToJIOTMH MOKET UMETh CHUYKEHHE PeaKUK COCYH-

Tlromen

CTOM CHCTEMBI Ha Ipec-

cOpHBbIE (haKTOPBI, HAMPHU-

Mep, Ha TOT e aHTHOTEeH-
| 3uH Il 1 akTUBaLMs cUCTe-

MBI OKcHpaa azoTa [15].
NHTrepecHo, 0iHAKO, YTO
KOPPEKIIHs TUTTOBOJIEMHU
BOCCTAHABJIMBAJIa OTBET
Ha Ba30KOHCTPUKTOPHI MPH
Cb [8].

C npyroii cTOpoHHI,

Na* J

Twasunabl

N

Hapactanue KAII mpuso-
JIUT K yBEJIMYEHHUIO pead-

CvHapom 'MTenbmaHa

-10 MB

COPIIMU HATPUS B CBS3YIO-
IIUX KaHAJBLAX U, TJIABHBIM
00pa3oM, KOPTUKAJIbHBIX
coOupaTenbHbIX TPyOKax.
OTO mpenoxXpaHseT TaKux
MaleHTOB OT Pa3BUTHUS
¢daTanbHON THIIOHATpHE-
MUH, XOTSI CHIKEHHE KOHIICHTPAIMY HATPHS B CHIBOPOT-
Ke KPOBH BCE JKe Hepe/Iko oTmeuaercs y 0osbHbIX ¢ Chb
v CT.,

Hapywenusa zomeocmasza/noueunoii IKCKpeuuu
Kanvyusa u maznua. VI3MeHenrs oOMeHa Uil peHalb-
HOTO TPAHCIOPTA STUX JBYXBAJICHTHBIX KATUOHOB OT-
JTUYAI0TCS TP Pa3IMUHbIX BapuaHTax cunapoma bap-
TTEepa Wi cuHapome ['urenbmana. [ aHTeHaTa b-
HbIX BapuaHToB Cb (I u Il Tuns! — cm. Taba. 1) o0b14HO
XapaKTepHa TUIEPKATBIUIYpHs (CyTOUHASI SKCKPEIUS
KaJbliusg ¢ Moyoi mpesbiaer 6,0-6,5 mmons). [lpu
Cb tuna Il nu3mMeHeHnst BeIBEIEHUS KaJIbIHAS MTOYKa-
MU BapuabeIbHbl: HOpMO- (2,0-2,5 — 6,0—6,5 MMoJTB/
CYT) TUIIO- WJIU TUMIEPKATBLIUAYpUSL.

Jnsa cunnpoma l'utenbmana eunoxanbyutlypus
cuumaemcst 00HOU U3 GANCHEUUWUX OMIUYUNENb-
HBIX Yepm.

C nmo3uiuii COBpeMEHHBIX MPEJCTaBICHUN O Me-
XaHU3Max TPAHCIOPTa JABYXBAJCHTHBIX KATHOHOB B
TonBIII" mpoiie Bcero 00bSCHUTH MPUYMHBI TOTEPh
Kanpius 1 Maraust, npu Cb tunos [ u Il unu neiictBun
METIEBBIX JUYPETUKOB. B 1aHHOM cuTyaluu pa3pyuia-
€TCsl TIOMEH-TIO3UTHUBHAS TPAHCONUTETHATbHAS Pa3-
HOCTb MOTEHIIMATIOB, CIIOCOOCTBYIOIAS, B TOM YHCIIE,
peabcopOuuK Kanblys ¥ MarHus 1o naparesIrosp-
HBIM NyTsIM (pHcC. 3).

Heo0xonumMo OTMETHTB, YTO ceivac CyIIECTBEeH-
HO YTOUHEHBI ITPEJICTABJICHHUS O MEXaHU3MaxX maparie’i-
JIOJSIPHOTO TPAHCIOPTA ABYXBaJCHTHBIX KaTHOHOB,
ocobenno Mmaruus, B TuBIII. Iloka3zaHo, 4TO e€ciu
MOCJIEIHUM MPOIECC U HE SIBISETCS PETYIUPYEMBIM,
TO 3aBUCHUT OT MPOHULIAEMOCTU MEXKKJIETOUHOTO IMyTH
qist MarHust. [IpoHUIIaeMocTh, B CBOIO OUepelb, BO
MHOTOM OIpeAeNsieTCsl KiaayauHoM-16 (mapaneniu-
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TiomeH
2Na* + 2K* + 4ClI-

Na* + 1K* + 1CI-

1Na* + 1K* + 1CI"+ 1K*

NKCC2

@ aJI-3aBUCHMBIX KaJIbIIUEBBIX KaHa-

JIOB ¥ yBEJIMYEHHEM BXOJ1a KaJIbLIHsI
B KJeTKkH. B manbHelmeM — ¢ Ha-
pacTaHueM BbIXOJa KaJbIIUs yepe3
OazonarepasibHyt0 MemoOpany. Oj-
HaKO HE SICHO, 32 CUET Kakoro Me-
XaHU3Ma.

* OHO U3 albTEPHATUBHBIX
00BsICHeHMH TpenIonaraer, 4To
yYMEHbILICHHE BXOJa HATpHs 4epe3
JIOMEHAIIBHYI0 MeMOpaHy KJIETOK
JWK npuBOIUT K KOMIIEHCATOPHO-
2Na"+2K'+4Cl My HapaCTAaHUIO BXOJA JAHHOTO

TiomeH
2Na* + 2K* + 4ClI-

X

2Na* + 2K* + 4CI-

(4)— v

4

HOM-1 — OeJKOM, pacroararomnuMcs B JaHHOW 001a-
ctn). [1pu 3TOM MyTanuy reHa, KOHTPOJIIMPYIOLIETO I1a-
pauesMH-1, NpUBOAAT K Pa3BUTUIO CBOEOOPA3HOTO
HACJIeICTBEHHOTO 3a00JI€BaHUsI C ayTOCOMHO-pELEeC-
CHBHBIM ITyTeM Nepejadyl — CEMEHHOMN TMIOMarHieMuu
C TUTIEpKATBIIMAYpUe 1 HepOoKaIbITUHO30M [31].

CroxHee MOHATb MEXaHU3M Pa3BUTHUS THIIOKAJIb-
LUAYPHH TP CUHAPOME | uTenbMaHa Uit Py UCIOJTb-
30BaHMM THA3MJ0B. PaccmaTpuBaercsi HECKOJIBKO
MEXaHHU3MOB:

» Hapacranne maccuBHON peabcopOIMU KalbIUs
B IIPOKCUMAaJIbHOM KaHAJIbLE BCIEACTBUE YCHIICHUS
00paTHOro BCachIBaHUsI TaM HATPHsl M3-3a COKpallle-
HUs 9P PEeKTUBHOTO 00beMa BHEKIETOYHOM KUIKOCTH.

* YMeHbILIEHNE BXOJa HATPHsI Yepe3 aruKaibHbIe
MemOpansb! srutenust JAUK, mpuBoasiee k ux rumep-
MOJISIPU3ALUHU C MTOCIEAYIOIEeH aKTUBALMEl TOTEeHLU-

CVHOPOM T'MTENBbMAHA /TUA3UIbI

| Yrvetenne NCC (TSC) |

— |

MoueuHble noTepy AkTtuBaums Na/Ca AKTMBaUMS KanbLWeBbIX
NaCl obmeHa Ha KaHanoe Ha
T 6asonaTepanbHbIX anukanbHbIX
Membpanax ANK mem6GpaHax AWK

YmMeHblueHne
apekTnBHOrO
obbema
BHEKMETOYHOW
XNOKoCTN

¥

YBenuyenve
NpoKCUManbHoM
peabcopbuumn
KanbLms

\/

| FUMOKANBLIIYPUS |

YBenuyexue peabcopbumm
kanbuma B UK
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@ KaTMOHA CO CTOPOHBI (a3zonaTe-
= PAJIBHOTO MOJIIOCA KJIETKU C TIOMO-
mibto Na/Ca-oOMeHHuka. B nannoit
CHUTyallMu yBeJIWYEHHUE BBIXOJa
KaJbLHsl B MHTEPCTULIMI BBI3bIBAET
HapacTaHHUe ero BCachbIBaHUs U3 TYOYISIPHOM KHUIKOCTH.

JlaHHbIe TIpejicTaBICHUs B cxeMaTuueckoi (op-
Me CyMMHpOBaHbl Ha puc. 4. OJJHaKo BONPOC O TOM,
HACKOJIbKO OHH CIpaBeJINBbI, OCTAETCS OTKPBITHIM.

I'inmomaruuemus (HopMasbHast KOHLEHTPALUs Mar-
HUS B cbIBOpoTKe KpoBH 0,7—1,05 MMoJIB/1T) cunTaeT-
Csl OZIHUM U3 HanOosee XapakTepHbIX mpossieHuid CI.
B nonuMaHuu naroreHesa JaHHOTO paccTpONCTBa B
MOCIIEIHNE TO/Ibl JOCTUTHYT ONpeIeIEHHBIH porpecc.
OH, mpexie BCero, CBA3aH C OTKPHITHEM O4YeHb OO0JIb-
IIOTO CYyHEPCeMENCTBa CeIUaTbHBIX MEMOpPaHHBIX
KaHaJIOB, TPAHCMOPTUPYIOLIMX KaJbLUUA U MarHui —
transient receptor potential cation channel (TRP). Io
KpaiiHell Mepe, OJJUH U3 [IPEICTaBUTENIEH JaHHOM IPyII-
nbl kaHanoB (TRPM6) nokanu3oBaH Ha anuKaibHBIX
memOpanax kietok JJUK (cMm. puc. 2) u snurtenus
TOHKOTO KHIIeYHHKa. He MCKiIto4eHo, 4To ero akTHB-
HOCTb (KOTOpasi, MO-BUANMOMY, B 3HAUUTEILHONW Mepe
perynupyercs snujiepMalbHbIM (HaKTOpoM pocTa) B
CHJTy HEYCTAHOBJIEHHBIX TIPUYHMH CHUKAETCS y Mallu-
entoB ¢ CI. [locnennee mMpUBOAUT K MOYEUHBIM IIO-
TepsAM MarHus U pa3BUTHIO THoMarHuemun. Omnuca-
HBl U U30JIMPOBaHHbIE MYTAllMM MeHa, KOHTPOIUPYIO-
miero TRPM6, Benymue k QopMupoBaHuto
TUIIOMarHMEMUH C BTOPUUHOW TMITOKAJILIMEMUEN — PEJI-
Koro 3a0o0JieBaHMs, HACIEIYIOIErocs 0 ayTOCOMHO-
petieccuBHOMY Ty [31].

Ceiiuyac akTHBHO M3Yy4aeTcsi posib B TyOyIsipHOM
TPaHCIIOPTE MarHusi U JPyrux MPOTEHHOB/TPAHCIIOP-
TEpOB, B YaCTHOCTH, KiayanHa-19 (8 TnBIII'), TRPM7
(8 JUK). He uckiaroueHo, 4TO U3MEHEHUSI STHX Oel-
KOB MOTYT UMETh 3Ha4EeHHUE B MaTOr€He3€e pacCTPONUCTB
romeoctaza Maruus npu Cb u CI' [31].

Hakowner, cienyer oTMETUTh, YTO MpPHU aHTEHa-
TaJbHBIX WJIW KJIACCHYECKOM BapHaHTaX CHHIpOMa
BbapTtrepa nosiBineHne runoMarHieMu 1 runepMarHuii-



YPpUHU BO3MOXHO, HO HE SIBIISIETCA MX OTIMUUTETHHON
4epToil, HECMOTpPS Ha CHU)KEHUE TPaHCLEIIIIONIIPHOI
peabcopbumu storo karnona B TnBIII (cm. Beie).
OTOT (peHOMEH OOBSCHSIOT KOMIIEHCATOPHBIM Hapa-
CTaHWUEM OOpPATHOTO BCACHIBAHMSI MarHusi B HUKeJle-
JKaluX OT/enax HedpoHa.

Hapacmanue noueunoii sKckpeyuu npo-
cmaznanouna E, — Baxueiias OTIMYMTEIbHAS Yep-
Ta aHTeHaTaubHbIX BapuantoB Cb. [latorenes nmaH-
HbIX HapyllleHul He u3BecreH. IIpennonaraercs, 4To
OHHM CBSI3aHbI C U3MEHEHUSAMH JOCTaBKHU XJlopa K 00-
JIACTH TJIOTHOTO TSITHA, YTO B CHITY HEYCTAHOBJIEHHBIX
MEXaHU3MOB YCHIIMBAET 3KCIIPECCHIO IIMKIOOKCUTeHa-
3b1 THna 11 (OI" I1) — oiHOTO M3 KITIOYEBBIX SH3UMOB
B OMOCHHTE3€e MOYEUHBIX MPOCTArIaHIMHOB [32].

Cyl111ecTBEHHO, UYTO YCHUJIEHHE DKCIPECCUU Mpo-
CTarIaHAnHOB, KOTOPBIE SIBJISIIOTCS (PU3MOTIOTUYECKH-
MH aHTaroOHUCTaMH aHTHUIMYPETHYECKOTO TOPMOHA, 110
KpaiiHel Mepe, OTYACTH, OTBETCTBEHHO 3a PA3BUTHUE
nonuypuu y taxkux OonbHbIX. [locnennee coznaer
OCHOBBI JUIsl HA3HAUYEHHsI KaK HECEJCKTUBHBIX (00bIU-
HO — WHJOMETAIlNH), TaKk u cenekTuBHbIX (LIOI 11)
WHTUOUTOPOB IMKJIOOKCUT'€HA3 B TEPAITMH ITUX COCTO-
suuii. Crienyer UMeTh B BHJY, YTO aKTHUBaIMs OHO-
CHHTE3a MpOCTarjaHJIMnHOB TECHO acCOLMHMPOBaHA C
yCUJIEHHEM MpOoAyKIUH peHuHa. [loaTomy ncnomb3o-
BaHHME HECTEPOMJIHBIX MPOTHBOBOCMATUTEIBHBIX
CPEJCTB MOXKET CIYKUTh OJIHUM W3 TIO/IXOJIOB K KOp-
PEKLUU TMIIOKAIMEMUH, 110 KpaliHEH Mepe, IIpU aHTe-
HaTanbHbIX BapuaHTax Cb.

OniHaKo cUMTAThL aKTHBAIMIO OMOCHHTE3a ITOYey-
HBIX MPOCTAIaHANHOB €IMHCTBEHHOM PUYNHON yBe-
JIMYEHUS] TIOYEYHOM IKCKPELUH BOJIbl, OUEBUAHO, HE
crout. Tem Oosee, 4TO OHA HAOMIOAACTCSI HE MTPU BCEX
Bapuantax Cb, Torna kak Te WM WHBIE CTENEHH MO-
JIMYpUU OTMeuaroTcs y OOJBUIMHCTBA MAllMEHTOB C
9TUMU TyOynonarusmu. [1o-BUIUMOMY, BaKHEHIIUM
KOMITOHEHTOM B HapacTaHUM MOYEYHOH IKCKpEeluu
BOJIBI sIBNIsIETCS canmype3. KoTopslii, B cBOIO ouepenb,
pa3BUBaeTCs U3-3a HapyllIeHUI peabcopOIuu cosei
BCJIEJCTBHE Je(EKTOB COOTBETCTBYIOIIUX TYOymsp-
HBIX TpaHcnopTepoB. HeoOxoanMo Takke MMETh B
BUJY, YTO HapylUIeHHUs TPAHCIOPTa 3JIEKTPOIUTOB B
TnBIII" (ocobenHo u3-3a nedekra NKCC2) npuBo-
JIAT K Pa3pyLIEHUIO TMIIEPOCMOIISIIBHOCTH UHTEPCTH-
[[US] MO3TOBOI'O BEIECTBA MOYKH — BaKHEHUIIETro Je-
TEpMHUHAHTa MACCUBHON peabcopOLuu BOAbI B cOOMpa-
TENMBHBIX TPYOKaXx MoJ] BIMSHUEM aHTHUANYPETHUECKOTO
ropmoHa. OrpaHn4MBaeTCs B JaHHOM CUTYallUH U CTIO-
COOHOCTh K T'eHepaluu OCMOTHYECKH CBOOOJHOMN
BOJIbI. Bee 3TO cHWKaeT cmocoOHOCTh MOYEK K KOH-
LEHTPUPOBAHUIO U Pa3BEIEHUIO MOYH, YTO 0COOEHHO
XapakTepHO JUIs aHTeHaTalbHbIX BapranToB Ch. Kpo-
Me TOro, JieeKThl OapTTHHA, KaK COCTAaBHOM YacTH

CLC-Ka-kaHaJlIOB B TOHKOM BOCXO/AIIEM OT/EJe MeT-
7, ONPEJIEIISIIOT 3HAYUTENILHOE CHIYKEHNE CITOCOOHO-
CTH K OCMOTHYECKOMY KOHIIEHTPUPOBAHUIO MOYH
(BciencTBue HapyleHUH (OPMUPOBAHUS TUTIEPOCMO-
JSIPHOCTH MHTEPCTUIINS BHYTPEHHET0 MO3TOBOIO Be-
1iecTBa Mnovyek). 1o, B CBOK O4Yepe/ib, COCOOCTBY-
€T Pa3BUTHIO BBIPAXKEHHON MOJMYPUHU Y TALIUEHTOB C
Cb tuma IV.

Tax wnu nHaue yruerenue aktuBHocTH NKCC2,
CLC-Kb nnmn ROMK -kaHamnoB, pacronoKeHHbIX B 11~
TEJIMU KJIETOK TOJCTOrO BOCXOASAIIEro OTJeNa MeTiIn
I'enne, B KOHEYHOM HMTOre HapylaeT CIOKHYIO CHC-
TEeMy TPaHCIOPTa MOHOB B JIAaHHOM OT/IeNe HedpoHa.
OTO NMPUBOAMT K Calype3y U JUype3y U LIeJIOMY psay
MOCJEIYIONMX PACCTPONCTB, OUYEHb HAIMIOMHHAIOLINX
T€, KOTOpbI€ BO3HUKAIOT MPH JUTUTEILHOM MPHUMEHE-
HUM METIEBbIX AUYPETUKOB (TiceBo-bapTrepoBckuit
cuHapoM). HammoMHUM, 4TO JaHHBIE MpenapaThbl sB-
nsr0TCs crnenupuueckumu naruouropamu Na,K,2Cl-
KOTpaHCIopTepa, pachnoyioKEHHOr0 Ha alMKaJbHBIX
memoOpanax kierok TaBIIL (cm. puc.l).

Ecnu crpanaer Na,Cl-korpancnioprep, HaXxoJs-
HIMIcs Ha JIOMEHaJbHBIX MeMOpaHax KIIETOK JIHC-
TaJIbHOTO MU3BUTOI0 KaHaNbla, TO Yy MalMeHTa pa3BH-
BaeTcs KianHndeckas kaptuHa CI, moxoskast Ha cocTo-
sIHUE, BO3HUKAIOIIIEE MPU MPOAOIKUTEIBHOM IpUEMe
THA3UI0BBIX AUYPETHKOB (CM. puc. 2).

Xonopokansyunos Moxer HaOIOAATHCA Y HEKO-
TOPBIX NPEJACTABUTEIEH CEMEH, B KOTOPBIX Mpocie-
JKUBAIOTCS ciiydan cuHapoma ['mrensmana. [latore-
HETUYECKOM OCHOBOM JAHHOIO COCTOSIHMSI B HACTOS-
niee BpeMsl CUMTaeTcs 1e(UIUT MarHus, MOCKOJIbKY
3aMeCTHUTEeNbHas Teparus COJsSMM 3TOro KaTHOHA
MOJKeT J100 MPeA0TBPaTUTh, MO0 KynHpoBaTh Ta-
KHE MPOSIBIICHUSL.

Heuipocencopnaa 2nyxoma — OTIUYUTEIbHAS
yepra Cb tuna IV. JlanHoe 3aboseBanue, 1mMo-BUIU-
MOMY, BCTpeydaeTcst o4eHb peako. [latorenes ero or-
penensiercst aeheKToM OapTTHHA — OelIKa, UrPAIOIIETo
podb obueii B-cyobeannuiibl, kak CLC-Ka (B ocHOB-
HOM TPEJCTaBIEHbl B TOHKOM BOCXOJSILIEM OT/AENe
newiu ['enne u BHyTpeHHeM yxe), Tak 1 CLC-Kb-ka-
HaJIOB (B OCHOBHOM MPE/CTaBJIEHBI B TOJICTOM BOCXO-
JIIIEM OT/iesie ey [ eHne U TUCTaabHOM H3BUTOM
KaHanblie). JleTanpHas XapakTepucTHKa TpaHCIopTa
MOHOB BO BHYTPEHHEM YXe€ JaHa, Hanpumep, B 0030pe
B. K. Kramer u coaBt. [2], m03TOMy Ha IaHHOU mpo-
OeMe 37ech Mbl OCTaHABIMBATLCS HE Oynem. 3ame-
THUM TOJIBKO, YTO 3TH MPOLIECCHl B YEM-TO MOXOKH Ha
npoucxoasmue B TnBIII. [TocnenHee, B Kakoi-To
Mepe, MOXKET OOBSICHUTH XOPOIIO U3BECTHBII OTOTOK-
cuueckuil 3GEeKT BBICOKUX 103 PypoceMu/a.

Kak yxe oTMeuasnoch BbllIe, CHHAPOMBI baprTe-
pa u ['mtenbmMana B marou3HONIOTMYECKOM TIIaHE
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BapuaHTtbl cuHgpoma Baptrepa (l. Zelikovic u coasr. [1])

O4YeHb MHTEpECHbIe 3a00seBanus. B KakoM-To cMbic-
Jie OHM IPEJCTaBISAIOT cOOOH eCTeCTBEHHbIE MOJIENN
JUTSI U3YYEHUSI MHOTHX MEXaHU3MOB Pa3BUTHUS CaMbIX
Pa3HbIX NATOJIOIMYECKUX cocTossHui. Hanpumep, npu
Cb u CI, necmotps Ha aktuBauuio PAAC u, B nep-
BYIO OYepe]lb, HapaCTaHWE YPOBHS aHrMoTeH3uHa II,
KOTOPBIH, TOMUMO TPOYEro, SBISETCS MOIIHBIM WH-
JTYKTOPOM 9KCIIPECCHH MMPOBOCHATUTENBHBIX U TPO(ro-
POTHYECKHX IIUTOKWHOB, MPAKTHYECKW He HaOmoza-
€TCsl YCUJICHUSI MX TIPOAYKINH (3a uckimouenueM TNF-a)
[33]. D10, MO-BUAMMOMY, MPEIOXPAHSIET TAKUX OOJIb-
HBIX OT HEXEeJaTeJbHOTO PEMOJIETUPOBAHUS COCYIN-
CTOM CHUCTEMBI M Pa3BUTHUS aTEpPOCKIepo3a, B UeM, 10
COBPEMEHHBIM JIaHHBIM, POJIb XPOHUYECKOTO BOCMA-
JIUTENBHOTO cTpecca oueHb Benuka. C Ipyroit cropo-
HBl — 3TH CBEACHUsI BOOOIIE MO3BOJISIOT 33yMaThCsI
0 Mmecre aHruoresuHa II B npoueccax, ynoMsHYTBIX
BBIIIIE.

Crnenyrouuii ”HTEpECHBIA MOMEHT. Y HEKOTOPBIX
nanueHToB ¢ CI' BO3MOXKHO MOSIBIIEHUE JIETIPECCUB-
HBIX COCTOSIHMM. [laToreHes aTMX MCUXUYECKUX pac-
CTPOWMCTB HE U3BECTEH, HO BO3MOKHO, UTO OH, 10 Kpaii-
Hell Mepe, 0TYacTH CBsi3aH ¢ AeUIUTOM MarHus. Bo
BCSIKOM Cllyyae ONMMCAHbI HAOIOJCHUS, KOoraa HHY-
3uu cyibdara MarHust ObICTPO U MOTHOCTHIO U3JICUH-
Baju Jienpeccuto y 6onbHbIX ¢ CIT [34].

PaccmoTpenune nmaroreHereTMUecKuX OCHOB psizia
JIPYTUX HAPYIICHHA, BO3HUKAIOIINX MPY TEX WA UHBIX
Bapuantax Cb u CI, MOXKHO TPOJIOIKUTb.

O/1HaKO0, MCXO/IS U3 LETH JAHHOTO COOOIEHHUS, MBI
BCE K€ MEPENJIEM K KIMHUYECKUM aCIEKTaM 3TOU
Mpo0OJIeMBl.

Knaccugpurayus. Hexotopsie KiacCUpUKAIIMOH-
Hble npobnembl Cb u CI' yxe ObLTH 3aTPOHYTHI pa-
Hee (cM. Tabi. 1).

B cBoe Bpems Oblna co3aHa KIMHUYEcKas Kiac-
cuduKalms cOCTOSHU, XapaKTEePU3YIOLIMXCS B OCHOB-
HBIX YepTax rMNOKaIueMHUEN, akTUBAMEN PEHUH-aH-
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THOTEH3UH-alba0cTepoHOBON cuctembl (PAAC), me-
TabOJIMYECKUM aJIKaJ030M U HOPMaJbHBIMHU UJIM CHU-
YKEHHBIMH YPOBHSIMM apTepuaibHoro aasneHus (AJl)
[11]. Jannyro kiaccupUKAIUIO C JOTIOJHEHUSIMH (Ka-
CalOLMMHUCS, TPEXkJIe BCEro, ONnucaHusi cuHapomMa bap-
TTEPA, COITPOBOXKIAIOLIETOCS HEUPOCEHCOPHOM IIIyXO-
TOi1), MO-BUAMMOMY, MO>KHO TIPUMEHSATH U B HACTOSIIIEE
Bpems. ComacHO TakoW TPYNITUPOBKE, 3TH COCTOSHUS
MOKHO MOJIPa3/JIeIUTh Ha CJIEIYIOIINE BapUaHThI:

1) antenaranbupii Chb (runepnpocrarmianann E,
CUHJIPOM);

2) xnaccnueckuii Cb;

3) cunnpom baprepa ¢ HelipoceHCOpHOM MTyXOTOH;

4) cunzapom I'urenbmana;

5) ayTOCOMHO-/IOMUHAHTHasl TUMOKaIbIeMust (7);

6) 1ICeB100aPTTEPOBCKUI CUHIPOM.

C y4eToM MOJIEKYISPHO-TE€HETUYECKON MPUPOIbI
JaHHBIX 3a00JI€BaHUi, B HACTOsILIEEe BPEMsl yallle Bce-
rO BBIENSIOT cienytoue Bapuantel Chb (Tabm. 1) [1].

3amMeTnM, 4yTO aOCOIIOTHOTO COTNIacHsl B OTHOIIE-
Huu kiaccudukanuu Cb ver. Hanpumep, HekoTopbie
aBropsbl paccmarpusatoT CI' xak Cb tuna IV, a Cb ¢
HelpoceHcopHo# rmyxotoit kak Cb tuna V [11]. Kpo-
M€ TOr0, ayTOCOMHO-/IOMUHAHTHYIO THITOKAJIBIIUEMHIO
uHOTAa BOooOIIe HEe oTHOCAT K BapuanTam Cb. OTo
3a00JIeBaHNE MOXKET TPOTEKATh C KIIMHUUECKUMH TPO-
SABJICHUAMH U 0€3 KIIMHUYECKUX MPOSIBICHUNA CUHPO-
ma baptrepa. [loaTomy B maHHOM COOOILEHHH MPO-
O5eMy JaHHOTO COCTOSIHHSI MOJPOOHO MBI paccMaT-
puBaTh He OyneMm.

Knunuxa. Kak ye oTMevanoch BblllIe, Hacle-
CTBEHHbIE TyOyJIONaTHH, CBA3aHHBIE C BOBJICYEHHUEM
WOHHBIX TPaHCIIOPTEPOB, HaxoaAuxcs B TonBIIT niu
JUK (cm. Tabn. 1), B cBOel KIMHUYECKOW KapTHHE
UMEIOT PAJ] CXOTHBIX 4epT. Bce oHM mposiBistoTCs:

° TUIOKAJIMEMHUECH;

* TUIMOXJIOPEMUYECKUM (TMIIOKATUEMUYECKUM)
METa0OJTMUECKUM allKalo30M;



KnuHuyeckue nposiBjieHNs OCHOBHbIX BapuaHTOB cuHapoma Baptrepa
(no A.d. 3eepesy u coart. [11], B.K. Kramer v coaBT.[2] u ap.)

,C Mo4on

* TOW WJIM MHOM cTenenbio aktuBanuu PAAC;

* HOPMaJIbHBIMU MJT CHH)KEHHBIMH YPOBHAMU A/

YacTo (HO He Bcerjia) OHU COMPOBOXKIAIOTCA

* [IOJIMYPUEN U NIOJIUAUTICUEH.

@OunpTpaloHHas CiocoOHOCTh MOYEK JUTUTEILHOE
BpeMsl COXpaHseTCs Ha IIPUEMIIEMOM YPOBHE, XOTs U3
9TOro TMpaBuiia ObIBAIOT M UCKIIOYEHHSI.

B 10 xe Bpemsi cylIecTBYIOT U psij crienuduiec-
KHMX IPU3HAKOB, B TOM MM MHOM MEpe XapaKTEpPHBIX
JUISl PA3IMYHBIX BapUaHTOB paccMaTpvBaeMbIX TyOy-
nonaruid (cM. Tabd. 1), KOTOpble B OCHOBHOM, HO HE
OKOHYATENILHO OINPEEISIOTCS TEHOTHIIOM 3a00J1eBa-
Hus (Tadn. 2).

PaccmarpuBas kaunuky Cb u CI,, cienyer uMmersb
B BUJLY, UTO IIPU 3TUX 3a00JI€BaHUSIX MOT'YT OTMEYaTh-
s ¥ IpYTHe MPOSIBIICHUS, HE MTPECTaBICHHBIE B Ta0J.
2. Tak y HEKOTOPBIX OOJBHBIX MOT'YT HaOJIIOAATHCS
JIMXOpaJKa U pa3IyHble HAPYLIEHUS CO CTOPOHBI JKe-
JIyOYHO-KHUILIEYHOT O TpakTa. IIpuunHON 3THX cuUMII-
TOMOB CUMTAIOT aKTHBAIMIO OMOCHHTE3a TpOCTariaH-
nuHoB. Kak yke ykasbiBasioch panee, npu Cb tumna I1
B HEOHATaJIbHOM IE€pPUOJE MOXKET BCTpeUYaThbCs He
TUIO- a runepkanvemus. B pane cemeil ¢ HocuTenb-
CTBOM J1e(heKTHOTO T'€Ha THA3UIIyBCTBUTEIHHOTO
Tpancnoptepa (cuHapom [uTeapMana) BeAyIIUMU
KJIMHUYECKHMH TPOSIBICHUSAMH MOTYT OBITH MOCTe]I-
CTBMS TMITOMAarHMHEMHH: aTakcusi, TOJIOBOKPYKEHHE,
HapyIIEHUs 3pEHUSL.

Hakowneri, B 3aBUCHMOCTH OT KIIMHUKO-T€HETHYECKO-
ro BapuaHra 3aboneBanust y nanueHToB ¢ Cb uiamn CI
B KJIMHMKE MOTYT, IPEX/I€ BCETr0, MpeodiaiaTh CUMII-
TOMBI, CBSI3aHHBIE C HAIMYMEM PACCTPONCTB HOHHOTO

roMeocTa3a: TMIoKaueMHUH, TUITOKAJIbIIUEMUH, THITO-
MaraieMuu. OHM ToJ4ac CKJIaJbIBAlOTCS B BeChMa
MECTPYI0 KapTHHY, YTO TpeOyeT OT Bpada OOJIbIIOro
BHUMAaHUS TP €€ aHAJIM3€ U XOPOIIEeTro 3HaH! KJIMHHU-
YEeCKUX MPOSIBICHUN Ju3dekTponureMuii. Ha mpak-
THKE Y B3pOCIbIX K HanboJiee SpKUM, KITMHUYECKH 3Ha-
YUMBIM M ONACHBIM COCTOSIHMSIM OTHOCHTCSI THUIIOKA-
JMEeMUsI, KOTOpasi MOXKET CTaTh NPUYUHON Pa3BUTHSI
TeTparnapes3a ¢ yrpokarolleld 0CTaHOBKOM JAbIXaHUS WU
(OUOPHILIALINM KETYAO0UKOB.

Juaenos u ougpgepenyuanvuviii duaernos. Ilo-
CTAaHOBKa JAMarHosa cuHjapoma baprrepa miau cuH-
npoma I'mrenbmana GasupyeTcs, Ipexae BCero, Ha
BBISIBJICHUH T€X KIMHUKO-OMOXUMHYECKHUX TPU3HAKOB,
KOTOpbIe ObUTU TPUBE/IEHBI Bhilie. HeoOxoaum Tiia-
TEJIbHBIA COOp CEMEHHOro (HACJICACTBEHHOI0) aHaM-
He3a. B quarHocTHke JaHHBIX COCTOSHUM, KaK TOJIBKO
YTO OTMEYAJOCh BhIIIE, OYEHb BaKHOE 3HAYEHHUE UMe-
eT oceomieHHocTh Bpaya o Cb u CI.

Juddepenunansias AMarHocTuka HampaBlieHa B
ocHoBHOM Ha pazrpanuuenue CI' u Cb u oTnenpHbIx
BapuaHTOB cuHJpoMa baprrepa mexy codoit. Jud-
(epeHIMabHBIA AMarHo3, B MEPBYIO 04epeiib, OCHO-
BaH Ha XapaKTEPHBIX KIMHUKO-OMOXMMHUUECKHUX IMPO-
apneHusx. Crnenyer oOpamiate BHUMaHUE Ha 00beM
Jarypes3a (BbIpakeHHast mojuypusi Oojiee XapakTepHa
JUIs aHTeHaTalbHBIX BapuantoB Cb — cm. Tabm. 2).
YpoBeHb IKCKpPEIMK KaJIbIHsI C MOUOH (CyTOYHAs IK-
cKpenus Kanblms MeHee 2,0 MMoIb/cyT — ipu3Hak CI;
bosee 6,0-6,5 MMOJIB/CYT — aHTEHATAIbHBIX BapHaH-
toB Cb). IlaTorHomonnyHbIM nposBiaeHuem CI sB-
asietcst runoMarauemust. Heo0XoquMo TONbKO MMETh
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B BHUJLy, UTO HE BCE MPOsBIICHHUS 3200JI€BaHUsI MOTYT
BCeryjia MpUCyTCTBOBaTh B sIBHOM BHje. Hampumep,
Ta ke runomaraueMust npu CI' MOKeT MposBIATHCS
TOJIBKO MPHU MPOBOLIUPYIOLIUX 00CTOsITENBCTBAX. Kpo-
Me TOr0, BO3MOKHO HaJln4ne 3a00JIeBaHU ¢ aTUITNY-
HbIM (heHoTHiOM. Hampumep, S.H. Lin u coasr. [35]
OIMHCAJIM CEMbBIO C MOJIEKYJISIPHO-T€HETHYECKH JIOKa-
3anHbIM CI, y mpeacraButenell KOTOPOH OTMEYaInch
HOpMaJIbHbI€ YPOBHM MarHus B ChIBOPOTKE KPOBU U
SKCKpPELMH KallbLiMsi ¢ MOuoil. HakoHel, kak Mbl yxe
oTMeuanu paHee, y yactu 0oapHBIX ¢ Cb B Teuenue
JKU3HUA MOXKET MPOUCXOAUTH TpaHchopMaus KINHU-
4ecKoi KapTuHbl (peHoTumna).

JononnutenbHyo HHPOPMAIHIO B I1aHe Audde-
pEeHIMAIbHOM THAarHOCTUKE MOYKET JaTh UCCIe10Ba-
HUE NTapaMeTpOB, KOTOPBIE HE SIBISIOTCS PYyTUHHBIMHU
(mo xpaiiHel Mepe, AJsl POCCUICKHUX HE(POJIOTOB) Ha-
NpUMED, SKCKPELMH MpocTariananna E, (nmosbimenue
BBIBE/ICHHSI DTOTO OMOJIOTUYECKH aKTHBHOTO BELIIECTBA
XapaKTepHO JJIsl aHTEeHATaJlbHBIX BapuaHToB Cb, HO
HE THIMUYHO JJIsI KJlaccu4eckoi Gpopmbl 3TOro 3adoie-
Banus win CI).

OnpeneeHHbIN CBET Ha BBISIBJIEHUE TOTO UM HHO-
ro Bapuanta Cb mnu cunzapoma ['urenbMaHa Moxer
JIath (QYyHKIMOHANIBHOE UCCIeoBaHue Mmoyek. B ie-
JIOM, TIPUHSTO CYUTATh, YTO JJIS aHTEHATaJIbHBIX Ba-
PHAHTOB XapaKTepHO CHM)KEHHE CIIOCOOHOCTH Kak K
OCMOTHYECKOMY KOHLIEHTPUPOBAHUIO, TaK U pa3Beie-
Huto moun. [1pu knaccuueckom tune Chb uimu cuaapo-
Me ['urenapmMaHa 0CMOTHYECKOE KOHIIEHTPUPOBAHHE HE
HapylaeTcs WK HapylaeTcsi B YMEpPEHHOH CTENeHH,
HO, TT0-BUJIIMOMY, MOKET OTMEYaThCsl CHUKEHHE CII0-
COOHOCTH K OCMOTHYECKOMY Pa3BEJEHHUIO U I'eHepa-
MU cBOOOAHOM BOABI. B peanbHOCTH, OHAKO, Ompe-
JieNieHHOe U depeHInaTIbHO-IUarHOCTUYECKOS 3Ha-
YyeHHe, MMO-BUIUMOMY, MOXKET UMETh TOJBKO Mpoda ¢
BOJIHOM jenpuBaiueii. [Ipuberats k ee MpUMEHEHUIO,
CKOpee BCEro, CTOMT MpPH HAJIMYUK OTUETIMBON MOJH-
ypuu (auype3 6onee 2,0 ni/cyt). HopmanbHble uiu
CyOHOpMaJIbHBIE PE3yJbTaThl TECTa XapaKTePHbI ISt
CI" umu Cb Ttuna 11, Torna, kak y’e HEOAHOKPATHO
YKa3bIBaJIOCh BBIIIE, MPU aHTEHATAJIbHBIX BapHaHTax
Cb ocMmoTHUEeCKOe KOHIIEHTPUPOBAHHE CYIIECTBEHHO
KOMITIPOMETUPYETCSI.

Bo3moxHo, 6osiee nHPOPMATUBHBIMU (YHKIIHO-
HaJbHBIMH JU(PPepeHIHATBHO-INArHOCTHYECKUMH Te-
CTaMHU SIBJISIOTCSI IPOOBI C TPUMEHEHHEM THA3HIOBBIX
WM TIETJIEBBIX MOYErOHHBIX. JIoruka ucrnoab30BaHus
atux npod npu Cb wim CI' npeanonaraer, 4to yxe
CKOMIIPOMETHPOBAaHHAsI CUCTEMa TPaHCIIOPTa MOHOB
B TnBIII" unu JIUK nHe oTpearupyet (wiu xysxe oTpe-
arvpyer) Ha Ha3HAYEeHHUE MEeTIEBBIX WM THa3HUJOBBIX
nuypetukoB. Hammpumep, G. Golussi 1 coaBT. mokasa-
T 0YEHb BBICOKYIO CMENU(PUYHOCTD M 4yBCTBUTEIb-
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HOCTh THA3UJIOBOTO TecTa (OJHOKpaTHOE Ha3HAYCHHE
TUAPOXJIOPTHA3ZU/A per 0S TOCHe MpeIBapUTeNbHON
nepopanbHoit ruapatanuu (10 MiI/Kr mMaccel Tena);
50 Mr — B3pocCiibIM, 1 MI/KT Macchl Tejia —AeTsSIM U
nogapoctkam). CoracHo MOJyYEeHHBIM MU JaHHBIM,
B YCJIOBHSIX JAHHOW MpoObl Hanbosiee MHGOpMATHB-
HBIM TIOKa3aTeNeM sIBisieTcs: GpakLuOHHAS IKCKPELHs
xnopa. Hapacranune EF  na 2,3% u Gonee ot Gazaib-
HOT'0 YPOBHSI B TAKOH CUTYaI[MK IOYTH OJJHO3HAYHO T10-
3BOJII€T OTKa3aThcsl OoT auarHo3a CI' B mons3y Cb
win nicepnobaprreposckoro cuniapoma (I[1CB) [36].

CrhenyronmM COCTOSIHUEM, TPeOyrommM Tudde-
pentmansHoro auartosa ¢ Cb umu CI, sBnsieTcs ices-
nobaprrepoBckuit cunapom. [1CH vaie Bcero Bo3-
HHKaeT y JHI (00BIYHO YKEHILHH ), 37I0yTOTPEOISIONINX
MOUYETOHHBIMHU (Yallle Bcero QpypoceMus) ¢ 1elbio
CHIDKEHHsI Macchl Tena. Bo3MOKHO BO3HHKHOBEHHE
9TOTO CHHAPOMA TPH PBOTE MM TUapee, B YACTHOCTH,
BBI3BAHHOW MpHeMoM cliabutenbHbIX. [locnennue
OIISITH K€ MOTYT MCIOJIB30BaThCs MPEJICTABUTEIbHU-
[aMHU TPEKpacHOW TIOJIOBUHBI YEIOBEYECTBA IS T10-
xynanus. B ciyuae nonospenust Ha [ICh HeoOxonum
OYEHb THIATEJIBHBIN cOOp aHamMHe3a. OueHb Ba)XHO
3aBOEBaTh JJOBEPHUE MAIEHTKH, TOCKOJIBbKY MHOTHE W3
HUX CKJIOHHBI CKPBIBaTh 3J0yNOTpeOiIeHHe ANypeTH-
KaMU WK cliabutelibHbIMU. M3 tabopaTopHbIX Hccie-
JIOBAaHUI MOXKET TIOMOUb OTpe/ieTIeHNe KOHLIEHTPaLuK
¢dypocemusia B CHIBOPOTKE KpoBH i Moue. K coxa-
nenuto, B Poccun mocneaHee oTHIOAb HE SBISETCS
PYTHHHOM IMPakTUKONH. MOXKET TakkKe I1OMOYb UCCIIe-
JIOBaHUE KOHICHTPAIMH HJIH SKCKPELIUH XJI0Pa B MOYE.
s T1CB, BbI3BaHHOIO SKCTpapeHalbHBIMU MOTEpPs-
MU KHMJIKOCTH U MOHOB (pBOTA, Uapesi), XapaKTepHbI
HU3KHE KOHLIEHTpaluu xjopa B Moue (MeHee 15-20
MMoub/i1). ClieqyeT UMeTh B BHIY, UYTO MpPH 3J10-
ynotpebieHnu GypoceMuioM YpOBEHb XJI0pa B MoYe
0OBIYHO MOBBILIEH MK HopMasieH. OfHaKo O4eHb JTH-
TENBHBIM MPUEM Mpernapara, B KOHEUHOM HTOre, MO-
KET TIPUBECTH K COJIEBOMY MCTOLICHHIO U CHUKEHHIO
MOYEYHOM SKCKPELMH XJI0pa.

B sit000M citydae eMHCTBEHHBIM a0COJIFOTHBIM
nonreepxkaeHuemM auarHoza Cb wnu CI' ciyxar pe-
3yJIbTaThl MOJIEKYJIIPHO-T€HETUYECKOT0 MCCIIEe0Ba-
HUs. XOTsI B IaHHOM CUTyalliM NPUXOAUTCS U3ydaTb
OrpPaHUYEHHOE YUCIIO TeHOB (CM. TaOJI. 1), BBINIOJIHE-
HHE JJAHHOTO BUJa aHaJlM3a COMPSKEHO C OOBIIUMHU
TpynHocTssMd. OHU 00yCTIOBIEHBI OYEHb OOJBLINM
YHUCIIOM MYTallMi pa3iMyHbIX BHUJIOB, BBI3BIBAIOIIUX
9TH 3200JIeBaHUs, U OTCYTCTBHEM TaK Ha3bIBa€MbIX
«TOPSYMX TOUEK» — YUaCTKOB T€HOMa, B KOTOPBIX pa3-
BUTHE TE€X WM MHBIX OBPEXKICHUI KOHKPETHOTO TeHa
HaunOoJsee BepoaTHO. [103ToMy MOeKyIspHO-TeHEeTH-
yecKue McciefoBaHusi TpeOylT MHOI'O BPEMEHHU,
OoJIbIIMX PacXooB M Tpyao3arpar. Hackonbko Ham



M3BECTHO, B Poccru moka HeT LEeHTPOB, BIIAACIOLINX
MeToamMu MoJekynsapHoit auarnoctuku Cb u CI.
Jleuenue. Jleuenne Cb u CI, B nepByto odepenp,
OTpeessieTCsl KIMHUYECKOW KapTUHOW 3a00seBaHusl,
KOTOpasi, B CBOIO OY€pe/lb, BO MHOTOM OTMpesessercs
reHorurnom [4,5,8].
AHTeHaHaTaJIbHbIC/HEOHATAJIbHBIC BapraHThl Ch
00BIYHO TPeOYIOT YPreHTHOH MH(PY3MOHHON Tepariu
JUTs1 KOPPEKLIMH HapyIIEHUH BOJHOTO U HOHHOTO TOMEO-
crasa cpasy mHocliie poxaeHHs peOeHKa.
JlanpHelee 1e4eHre TakKe HalpaBJIeHO Ha MO/~
JIepKaHUE PUEMIIEMBIX YPOBHEN KOHLICHTPALUI Bax-
HEHUIIMX MOHOB BO BHEKJIETOUHOM KUAKOCTH. I[ToHsT-
HO, YTO B AJIUTEJILHOM NepCIIeKTHBE HHPY3NOHHAS Te-
panus coJeBbIMH pacTBOpPaMHU HEBO3MOXKHA, TTOATOMY
3aMEeCTHUTENIbHOE JIEUEHHUE COJISIMU TTPOBOJIUTCS per OS.
BoabHBIM, Kak MpaBUiIo, HEOOXOAMMO Ha3HAYEHUE
BBICOKOCOJIEBOM JMETHI U MOTpedIeHne MPOAYKTOB C
0oNBIIUM cojiepKaHueM Kayius u Maruus. OgHaKo
TOJILKO 3a CUET JUETHUYECKHX BO3JCHUCTBUH JOCTUYL
HeoOxonumoro 3¢ dekra He ynaercsa. Yamnie Bcero
MalUEeHTy MPUXOANUTCS PEryIsipHO MPUHUMATh COJIU
KaJMs, a THOT/Ia M HaTpHsl, TPY 3TOM J103bl BCETAA ITPU-
XOAUTCS MOA0UpaTh UHAUBUAYATIbHO. 3apyOeKHbIC
He(dposoru 0OBIYHO PEKOMEHAYIOT 15-mpolieHTHBIC
pactBopsl KCI u NaCl. IIpenapaTsl HCHOIB3YIOT B
TPU—UETHIPE IPUEMA B CYTKU. B 0TE€UeCTBEHHOM Ipak-
TUKe 15-TIpOLEHTHBIE PaCcTBOPBI MAJIO paclpoCcTpaHe-
HBI, IO3TOMY MX OOBIYHO 3aMEHSIOT, Oojiee MPHUBbIY-
HBIMU HaM, 10-POIIEHTHBIMU, C COOTBETCTBYIONICH
KOPPEKTUPOBKOM 703bl. [Ipy HE OYEHBb BBIPAKEHHBIX
paccTpoiicTBax HOHHOTO rOMeOCTa3a, Halpumep, r'-
MOKaJTMEMHH B Ka4eCTBE CPEZCTBA MOIeP KUBAIOIIEH
3aMECTHTENBLHON Teparui MOKHO MOMpoOoBaTh UMe-
IOlIMeCs Ha PHIHKE OQHIIMHATIBHBIE COJIEBBIE CMECH.
JlomoTHUTENBHO K Tepanuy CoJIIMU KaJlusi Hepe-
KO LIesieco00pa3Ho WIIM HeoOXOJMMO J100aBiATh Ka-
nuiicoeperaromiye 1MypeTike. EcTh 1aHHbIe O MOTbIT-
Kax MCIOJb30BAaHUS BCEro CIEKTpa MpernapaTroB 3TO-
o psijia: CIUPOHOJIAKTOHA, aMUIIOpHU/IA, TPUaMTepeHa.
K coxanenuto, B Hamieid ctpaHe (M B psae APYTrHX)
YUCTHIE JIEKaPCTBEHHBIE POPMBI JABYX MOCIIEIHHUX Tpe-
MapaToB MPAKTUUYECKH OTCYTCTBYIOT. OHM TOcCTymna-
0T Ha PBIHOK B BUJI€ KOMIIO3UTOB (HaIIpUMep, TpUam-
Myp), KOTOpPbI€ BKJIIOYAIOT U (apMaKoIOrH4YecKue
cpencTa, npumMeHenue kotopeix npu Cb wm CI He-
JKenaTeabHO, B YaCTHOCTH, THazubl. [loatomy, B pe-
aJbHOCTH €IMHCTBEHHBIM KaJInHOeperaromum 1nype-
THUKOM, KOTOPBIH Y HAaC MOKHO HcToib3oBaTh npu Ch
nn CI, gBnsiercs 610KaTOp MUHEPATKOPTUKOUIHBIX
PELEeNTOPOB — CIUPOHOJIAKTOH (Beportn pupoH). C yde-
TOM 1I000UHBIX 3(P(heKTOB 3TOrO Mpernapara (0COOCHHO
MPH JTTUTENEHOM IPUMEHEHHH ) TIO//IEP’KUBAIOLILYTO JI03Y
BEPOLLUTMPOHA CIIETYET CTPEMUTHCSI MUHUMU3UPOBATh.

Hasnauenue cosneit Maruusi ObiBaeT HEOOXOAUMBIM
npu CI™ u, m3penka, npu CB. [IpenapaTom BeiOopa mist
9TUX Lieel cuuraercsd MarHus xjaopua. OaHako oH
HE BKJIIOYEH B MEpeUeHb JIEKapCTBEHHBIX MPEnapaTos,
paspeleHHbIX K npumeHennto B PO. [Toaromy, npak-
TUYECKU €JUHCTBEHHOW aJIbTEPHATUBOM OCTaETCs
Marausi cyiabdar, nodouHble 3PPEKTH KOTOPOTro Mpu
NepopaibHOM Ha3HAYeHWH BCEM XOPOILO U3BECTHHL. B
1enoM, (PaKTHYECKH BCE COJTM MarHusi MOTYT MPOBO-
IUPOBaTh JUApero, MO3TOMY JJUTEIbHBIH UX MpHeM
OKa3bIBACTCsl HEBO3MOXKHBIM. B 1TaHHOM CBsI3U K Ipu-
MEHEHHUIO 3THX CPEACTB MPUXOIUTCS NMpUOerarh A
KyNHUPOBaHUs MPOSIBIEHUI T’MITOMarHUEMUH.

B cnyuae pa3BuTHS BBIPaXEHHBIX KIMHUYECKHX
MPOSIBIIEHUH THIOKAJIMEMUH, THITOMAarHUEMHUH, THUIIO-
KaJIbIIIEMHH HEOOXOAMMO HAYMHATh HEOTIIOKHYIO MH-
(y3MOHHYIO TEparuio COMSIMU AaHHBIX KaTHOHOB, KO-
TOpast MPOBOJUTCS MO OOIIMM MPaBUIIaM C MOCTETy-
IOLIMM MEPEX0JIOM Ha MEepOpaTbHbIA MPHUEM.

PacripoctpaHeHHOH PAaKTUKON B JIEUEHUH, B IIEP-
BYIO Odepejlb, aHTeHaTalnbHbIX BapuaHTtoB Cb sBis-
€TCsl MCIOJIb30BaHUE HECTEPOUAHBIX MPOTHUBOBOCIA-
mutenbhbix cpeacts (HCIIBC). CMmbicn Ha3zHaueHUs
3THX MPErapaToB CBOJAUTCS K MOJABIEHHIO MOBbIIIEH-
HOM MPOAYKIMH MOYEUHBIX MPOCTArJIaHIMHOB, YTO, B
YaCTHOCTH, MOJKET JIaTh aHTUANYPETUUECKUH 2D DEKT.
Hpyrum ocHoBanuem aist mpumenenust HCIIBC mo-
JKET cuuTarbes noaarieHue aktuBHocTd PAAC, uro,
B KOHEYHOM HTOTre, JOJKHO MPOTHBO/IEHCTBOBATh TH-
nokanuemuu. Cpeau Bcex HCIIBC B tepanuu Cb
CBOET0 POJia «30JI0THIM CTAaHAAPTOM» CUUTAETCS WH-
JIOMETAallH, BO3MOXHO IOTOMY, YTO OH HayaJl pume-
HATBCS paHblle BCEX M JIydlle BCEro M3y4deH B JaH-
HOM IUIaHe. B 1eTCKOM NMpaKkTUKe PEKOMEHOBAHHAs
J103a WHAOMETal[MHa cocTaBiseT 1,5-2,5 mr/kr mac-
CBI TeNa, pa3/ieieHHas Ha jiBa npuema [8]. Jo3upos-
KU TIpernapata y B3pocibiX He oTpaboranbl. Ha Ha
B3, uHAoMeTanuuH (nim apyrue HCIIBC) B3poc-
aeiM nanpeHTaMm ¢ Cb 10mKHBI Ha3HAYaThesl TOJBKO
IpH BBIPaKEHHOH monuypuu (quype3 o6oinee 2,0 11/cyT)
W/WJIK IPY TUTIOKAJIMEMUH, HE KOPPUTHUPYEMON UCIIOJb-
30BaHUEM 3aMECTUTENILHOM TEPAIUU COJISIMU U KAJIU -
coeperaromiumu Juypetukamu. [Ipu aTom noanepxu-
BaloIlasl J1o3a npemnapara (C y4eToM ero yiblieporeH-
HOTO U HE()POTOKCUYECKOrO JICHCTBUS) JIOJIKHA OBITh
MUHHMHU3UPOBAHA.

[Momumo ungomeranuna, B repanuu Cb nertaroT-
Cs1 ICTI0JIb30BaTh MOYNpo(eH UK CeleKTHBHbIC HHT -
ouropsl LIOI" II. MecTo 3TUX cpencTB, Kak, BIIPOYEM,
U JIpyrux MpenaparoB, IeHCTBUE KOTOPBIX B TOU WK
MHOM Mepe HarpasiieHo Ha nojaBienue PAAC (Gera-
0s10KaTOPBI, THTMOUTOPBI AHTMOTEH3MH [-nipeBpariato-
niero epMeHTa), B JCUCHUH JIAHHOTO 3a00JIeBaHUs
He omnpejeneHo. HenaBHo Oblia ormyOnrukoBaHa pabo-
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Ta, B KOTOPOH JJIsl yTHETEHUsI aKTUBHOCTH pEHUHA ITPU
cunjipome baptrepa OblT yCHenHo UCIoIb30BaH allic-
kupeH [37]. Hackonbko 3p(heKTHBHBIM OKa)eTcs Ta-
KOW TOJIX0J] TIOKaXeT OyyIiee.

Ilpoeno3. Ecniu Cb mposiBIsSieTCS B paHHEM HEO-
HaTaJIbLHOM MEpHOJE, POTHO3 €ro KpailHe cepbe3eH.
Korna 3a0oneBanne CBOEBPEMEHHO HE TMArHOCTHPO-
BaHO M HE MIPUHATHI MEPHI IO JICYEHUIO, TO BEIHUK PUCK
CMEPTH HOBOPOKJIEHHOTO OT HapyIlIEHUH B BOJHO-CO-
JIEBOr0O roMeocrasa. Eciin HeoHaTalbHbII IEPUOJL IIPOi-
JieH 0J1aromnoyyqyHo W COCTOSIHME TaleHTa cTabuiu-
3MPOBAHO, TO OT/JAJEHHBIN MPOrHO3 MPHU AJEKBATHBIX
Mepax Mo JEYECHHUIO U MPOPHUIAKTHKE OOBIYHO BIIOJTHE
YJIOBJIETBOPUTENIEH, 10 KpaiiHeil mepe npu Cb Tumnos
I-II. OTtcraBanue B pocTe U YMCTBEHHOM pa3BUTHH,
KOTOpO€ OTMeuaeTcs y HekoTophix nereit ¢ Cb, ¢
TEUEeHHEM BPEMEHH HEepPEeaKO yaaeTcs MpeojoNeTh Ha
(oHe ajeKBaTHOW 3aMECTHTENLHON Tepanuu COMsIMU
KaJlusi, UCTIOJIb30BaHUHU KalluiicOeperaonmx JnypeTu-
KOB M MHJAOMETaluHa. JleTn B pa3BUTHH JOTOHSIOT
cBoMX cBepcTHUKOB. Cunypom baprrepa tuna III Te-
yeT Oojee OJIaronpusiTHO, U OOBIUHO aJCKBATHBIN
MOHHUTOPHHT JAHHOTO COCTOSIHUS 00ecTIeunBaET BIOJI-
HE MpHUeMJIeMOe KauecTBO >KM3HU. CunapoM ['urensb-
MaHa BOOOIIIE HEPEIKO MPOTEKAET CyOKIMHUYECKH, €0
MPOSIBIIEHHSI MOTYT BO3HUKATh TOJIBKO MPU MPUCOEAN-
HEHHH MHTEPKYPPEHTHBIX 3a00JIeBaHWi (HarmpuMep
pecnipaTtopHble MHEKIUH) 1, B LIETIOM, XapaKTepU3y-
€TCsl XOPOILIUM MPOTHO30M.

Otrnenbhyto npodaemy npu Cb u CIT npencras-
JISIeT «IOYeYHbIi» nporHo3. Hanbosnee Tsken oH npu
Cb Ttuna IV, koTopelii XapakTepu3yeTcsi paHHUM pa3-
BUTHEM TEPMHUHAIBHOM IOYEYHOM HENOCTATOYHOCTH
(TIH — cM. Taba. 2). CreayeT UMeTh B BHIY BO3-
MOXHOCTb Pa3BUTHsI HE(HPOKAIBIIMHO3a, B OCHOBHOM
nipu Cb tunos I u I, koTopslit MOXeT cTaTh MPUUUHON
TIIH. C gpyroit CTOPOHBI — COBPEMEHHEIC JaHHBIE
CBUJIETEIBbCTBYIOT, YTO Y OTAENbHBIX OonbHBIX ¢ Chb
tunos [-11I Bo3moxno ¢hopmuposanue TITH u 6e3 He-
¢dpokanbimHo3a [28]. MHTepecHO Takke, 4TO B JIUTE-
paType onucas, 1o KpaitHeil Mepe, O/IMH clly4dail pa3Bu-
tust TITH npu cunnpome I'nrensmana [5]. Hakoner,
npu Beaenuu naipentos ¢ Cb u CI' Bcerna npuxoaut-
Csl CYMTATHCSA C BO3MOXKHOCTBIO Pa3BUTHS TAKEIbIX
JTU3DIIEKTPOIUTEMHH (0COOEHHO TUITOKATMEMHH ), THOT -
Jia IPUBOSIIIMX K (paTanbHBIM MOCIEACTBUSIM.

Tak wim uHaye, «B3pOCIbIe» Bpaud Bce yallle U
yale CTajlyd HaOJoAaTh MAlMeHTOB C ONMHCAHHBIMU
BBIIIE BapMaHTaMU HACIEICTBEHHBIX TyOyJIOMaTHi.
Crnenyer, 0JJHaKo, MPU3HATh, YTO OOJILIIMHCTBO U3 HAC
(POCCHHCKHX «B3pOCIBIX» HEQPOIOTroB) OKa3annch He
TOTOBBIMH K CIIOKHBIIEHCS CUTYallud B CHIIy HEJO-
CTaTOYHOr'0 3HAKOMCTBA C ATOM JOBOJIBHO PEJKON, HO
BECbMa MHTEpPECHOM narojoruei. IIpencrasisercs,
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YTO NPUBEJACHHbIE HUKE ONMMCAHUS KIMHUYECKUX Ha-
OJFOZICHUH, UMEBIINE MECTO B HaIllel MPAKTHKE, MO-
MOTYT KaKOW-TO MEpe BOCHOIHUTH JaHHBIA MpoOer.

Bonbhas C., 27 net, nocrynuia B 1-e Hedponornieckoe
OT/IeJICHHE KJIMHHUKH MPOTEICBTUKN BHYTPEHHUX OoJie3Hei
CankT-IleTepOyprckoro rocy1apcTBEHHOrO MEIUIIMHCKOTO
yHuBepcutetra uM. akaj. VL.II. ITaBnosa (CIIOI'MY) B miaHo-
BOM IOPSIIKE TIO0 HAMPaBIEHUIO TOPOACKOTO KOHCYJIBTAaTHB-
Horo Hedposoruyeckoro neHrpa Cankr-IlerepOypra (I'HLI)
¢ anobamMK Ha BBIPAXKECHHYHO OOILYH Cl1aboCTh, CyIOpPOTH
HIDKHUX U BEPXHUX KOHEYHOCTEH, COHIMBOCTD, VI3 aHamHe3a
M3BECTHO, uTo 110 1998 1. (Bo3pact 20 niet) cunrana cedst 3/10-
pPOBOH, 0 3a00JeBaHKK MOYEK U MOYEBBIBOIALIMX MYyTeH,
M3MEHEHUH B aHAIM3ax MOYM HHUYero He 3Hana. [loBbimeHus
ypoBHst AJ] He peructpupoBanoch. B 1998 r. mocie Bbipa-
JKEHHOTO TMCUXO0OMOILHOHAIBHOTO CTpecca pe3ko Moxyzela
Ha 12 kr ¢ 45 xr 1o 31 xr. K Bpauam He oOpalianach BIJIOTb 10
2003 1. B 2003 1. (B Bo3pacTe 25 51€T) B CBSI3U C MAJIOH Maccoi
Tena 00C/Ie0BAIOCh Y TePaIeBTa [0 MECTY JKUTENIbCTBA, [/e
BriepBbie M0 Y3U movex BBISBICH CHUMIITOM TOAYEPKHYTHIX
nupamuj (ryduaras noudka?).

Jlnst yrounenust auarsosa Hamnpasiena (15.12.2003 1) va
Hedposiornueckoe otaeneHue JleHuHrpanackoit o6nacTHoi
kinHudeckoi 6onpHUIBI (OKB), rae 60abHON BBIMTOJHEHO
BCECTOpPOHHee oOcienoBaHue. KnuHuYecKull ananusz Kpogu.
sputporuThl — 4,3x10'%/11, remoro6un — 140 /1, TeHKOIUTHI
—6,8x10%1, COD — 15 mm/u. Obwuit ananuz mouu (Tadin. 3).
Buoxumuueckoe ucciredoganue cvigopomku kpogu (Tadi.
4). Ilpoba 3umnuyroeo.: 1003 — 1026, 1 > H. IIpoBenena
olieHKa (PYHKI[MOHAJIBLHOTO COCTOsIHUS novek (tabum. S5). Omn-
pelneneHa KOHLEeHTpauus ajbaocrepona B miasme (KAIT): 500
Hr/mia (HopMa — 8 — 355 ur/mn). Y3H nouex u naonoueunu-
K06: IpaBas mouka pazmepom 9,4x3,5 cM, napenxuma 1,3—
0,9, KOHTYpBI POBHBIC, PIXOTEHHOCTh HE M3MEHEHa, MUPaMHU-
nbl oBasibHble d = 0,9 ¢M ¢ TUnepIXOreHHbIM 000JKOM, Ya-
LIEYHO-JIOXaHOYHBIH KOMIUIEKC He M3MEeHeH. B mpoexkunn
nouku: 6e3 ocoOeHHOCTEH, pacnoa0XkKeHa: OMyIIEHA HIX-
HUM TOJIOCOM JI0 I'peOHsI MOJB3IOLIHONW KOCTH; JIeBast Mod-
Ka pasmepoM 9,2x3.5 cM, napenxuma 1,4-0,9, KOHTYpbl poB-
HBIE, 9XOT€HHOCTh HEe W3MEHEHa, MUpaMH/bl oBanbHble d =
0,9 cM ¢ rUnepIXOreHHbIM 000IKOM, YallleuHO-TOXaHOUYHBII
KOMIIJIEKC He M3MeHeH. B mpoekiuu nouku: 6e3 0coOeHHOC-
Tel, pacnojioxkeHa oObiuHO. O6IaCTh HAJANOYEUHUKOB 0e3
ocobeHHOCTeH. DKCcKkpemopHas ypoepagus, 3aKiIOueHue:
BbIZICTIUTENIbHAS (DYHKLUS MMOYEK COXpaHeHa, MPaBOCTOPOH-
Huit Heponrto3 | ct. [yniexchoe ckanuposanue u donnie-
poepaghusi cocyoos novex. 3aKiIOUEHUE: reMOoJIMHaMUuYec-
KM 3HaYMMBIX HapyILIEHHH KPOBOTOKA MO MOYEYHBIM apTe-
PHSIM Ha BCEX YPOBHSX HE MONy4YeHO. JIaHHBIX 32 MOBbIIICHHE
BHYTPHUIIOYEYHOTO COCYAHCTOTO CONPOTHBICHHUSI HE BBISB-
aeHo. Koncynsmayusi 5HOOKpuHOI02a: TUNOKANIUEMUs], Be-
POSITHO, OOYCIIOBJICHA MATOJIOTHEN MMOYeK, JaHHBIX 3a alblo-
CTEpOMY HeT.

B xone npoBeneHHOT0 00CIEeOBaHUs AaHHBIX B TIOJB3Y
ry0o4yaroil MOYKH He MOJYy4YeHO, apTepHaibHasi TUIePTeH3Hs
HE 3aperucTpupoBaHa, SHAOKPHUHHAS MATOJOTUS MCKIIOYe-
Ha. Beicmaenancs Ouaeno3: aHOMAlUsl Pa3BUTHS MOYEBOM
CHCTEMBI: TUTIOTIACTHYECKAs TUCIUIA3HUs MOoYeK. XpoHUUec-
KU MHTEPCTUIMATBHBIA HeDpUT BHE 000CTpeHusl. I unokam-
emuueckas mouka. M3ommpoBanHeiii Mo4yeBoit cuuapom. [pa-
BocTOpoHHUH HedponTo3 I ¢T. CoxpaHHas (yHKLMS MOYEK.

B xoxe rocruranu3aniy NpoBOAMIIACE aTMMEHTapHas U
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Ta6nuua 3 oBanbHble d = 0,9 cM ¢ rUNepIXoreHHbIM 060KOM,

MoxasaTenv o6LLero aHann3a Mmo4u YaIIeyHO-JTOXaHOYHBIM KOMILJIEKC: He M3MeHeH. B

MPOEKIUH MMOYKU: 0e3 0COOEHHOCTEH, pacroioxkKe-

Mokasarenm Aara Ha: OMylleHa HMKHUM MOJIFOCOM A0 IpelHs moJ-

16.12.2003 10.11.2004 22.07.2005 | 16.09.2005 - Oy A0 TP A

B3JIOIIHOW KOCTH; JieBasi moyka pasmepom 9,2x3,5

OTHOCKTENbHAA cM, mapeaxuma 1,4-0,9, KOHTYpBI: pOBHBIE, YXOTEH-

NNOTHOCTb 1016 1015 1010 1006 HOCTb: HE M3MEHEeHa, mupaMubl: oBanbHble d = 0,9

PeaKLI,I/IFI LesiodHaa esiodHaa Lieno4vyHasa LesiovyHaa CM C FHHCp3XOFeHHBIM OGOHKOM, yalleyHo-joxa-
Benok HeT HeT HeT HeT o .

HOYHbIF KOMIUIEKC: He W3MEHEeH. B mpoekiuu nou-

Caxap HeT HeT HeT HeT 5 6 N - o6 06

TNelkouuTl 1-88n/ap| 2-58n/3p | 2-38n/3p| en. s n/ap KN 0e3 ocobennocrei, pacnonoskera: o6erano. OG-

SpuUTpoLUTHI en.Bn/3p | en.Bn/3p |en Bn/3p |en sn/sp JacTh HAANOYEYHUKOB Oe3 ocobeHHOCTEH.

LUunuHapel en.Bn/3p | eg.Bn/3p |ea.Bn/3p |en.Bn/3ap Komnvromepnas momoepadusa (KT) opeanog

OpIOWHOL NOAOCMU U 3A0PIOUUHHO20 NPO-

Tabnuua 4 CMpancmea. 3akiroueHue: opraHbl Oproli-

Pe3yanaTb| OMOXMMUNYECKOIO nccnenosaHus CbiIBOPOTKU KPOBU

HOHM TOJIOCTH U 3a0PIOMIMHHOTO MPOCTPaH-
cTBa 0e3 0cOOEHHOCTEH; penmeeHoepamma

Mokasartenn Hata mypeykoeo cedna: Typeukoe cenio o0blY-
16.12.2003 | 10112004 | 22.07.2005 | 16.092005 o dyopmer i pasmepos. Kowcyaomayus
OBwWii Benok, r/n 86 79.0 85 69 9HOOKPUHON02A.! TUTIOKAJIEMUs, BEPOSITHO,
XOnecTepuH oBLIMKA, MMOb/1 5,07 4,26 - 4,03 00yCIIOBIJIeHa MATOJIOTHEH MOYeK, TaHHBIX 32
LLlenoyHaa ¢ocdartasa, E/n - - - 47,0 SH/IOKPUHHYIO MATOJIOTHIO HET. B xode npo-
Kanbuuin NOHM3MPOBaHHLIN, MMonb/n | 1,25 1,26 1,21 1,12 geOenn020 0bciedoganus OUazHo3 He ne-
Han'f"z‘ MMOIL/1 139,6 138,0 136,3 138,6 pecmampugancs: aHOMajIus Pa3BUTHUsI Moue-
Kanwuia, mMmonb/n 2,52 2,8 2,23 3,0 . .
MOUeBIHA, MMOSTL/N 6.62 418 503 11 BOH CHCTEMBI: mnonﬂvacmqecxaﬂ nncma:suil
KpeaTuHiH, MMOosib/n 0,092 0,092 0,119 0,116 noyek. XpOHUYECKUI UHTEPCTUIIMATbHBIN

MeIUKaMEHTO3Hasi KOPPEKIHUs BBISBICHHOW T'MITOKATHEMHH.
B ynosnerBoputenbHOM cocTosiHMU Bhlnucanach (30.12.2003 r)
non HaOnwonenus Hedposora [HIL ¢ pekomenaauuei mpu-
eMa IpenapaTroB Kayus.

Brots 1o 11.2004 1. y Hedposiora He HabOAa1aCh, ATTH-
30[IMUECKH MPUHUMAJA Mpenaparbl Kaius, KOHTPOJIb KaJus
CBIBOPOTKH KpoBu He mpoBoauics. 09.11.2004 r. B cBsi3u ¢
MOSIBICHUEM CYIOPOT HIXKHUX U BEPXHHX KOHEYHOCTEH IMo-
BTOPHO OblIla TOCHHUTAIN3UPOBAHA HA HEPPOJOrHYECcKOe OT-
nenenus OKB 1yist o6cneoBanust 1 yTOYHEHUST THAarHo3a.

B mpouecce rocnuranu3andi BHOBb MPEANPUHSTO pas-
BepHyTOE oOcnenoBaHue. Knunuueckuii aHanus Kpogu: SpUT-
portel — 3,9x10'%/51, remorno6un — 132 1/, TEWKOIMTE —
4,1x10°%n, COD — 9 mm/u. Obwuii ananuz Moun (cM. Tab.
3). Buoxumuueckoe ucciedoganue cbl8OPOmMKU Kpoeu (CM.
Tabn. 4). Ilpoba 3umnuykoeo.: 1007 — 1028, 1 > H. ITposene-
Ha olleHKa (DYHKIIMOHAJIBLHOIO COCTOSIHUS MoueK (cM. Talul.
4). OmpepesieHbl apaMeTphbl KHCIOTHO-OCHOBHOT'O COCTOS-
nust (KOC) kpoBu (tabn. 6). Y3HU nouex u naonoueunuxos:
mpaBsas nmouka pasmepom 9,3x3,6 cm, napenxuma 1,3-0,9,
KOHTYDBI: POBHBIE, 9XOT€HHOCTb: HE M3MEHEHa, MUPaMHIBbL:

MokazaTenun PyHKLUMNOHANIbHOIO COCTOSIHUS MNO4YeK

HedpuT BHe obocTpeHus. ['mnokanueMu-
yeckas nouka. M3oauMpoBaHHBI MOYEBOU
CUHJPOM. BTOpHUHBIN JI€KOMIIEHCUPOBaHHBIA MeTabosnyec-
kuil ankanos. IIpaBocroponnuii HepponTtos I cr. CoxpanHas
GyHKIHUS TTOYEK.

AprepuanbHas rHIIEpTEH3Us He 3aperucTpupoBana. B xoze
TOCITUTAIM3alMH [TPOBOMIIACH ATMMEHTapHas U MeIUKaMeH-
TO3HAas1 KOPPEKIIKs BBISIBICHHOW TMIMOKATHEMHUH M MeTaboJu-
YeCKOro alikano3a. B yIoBiIeTBOPUTENBEHOM COCTOSHUM BBINH-
canack (03.12.2004 r.) nox HaGnroneHus: Hedponora B THI ¢
peKoMeHaalyel mpreMa mpenaparoB Kajius, BEpOILHPOHa,
nrakapba. B nanbHeiiem y Hedposiora He HaOmonanace, pe-
KOMEHJJOBaHHYIO Tepanuio MpuHUMala He MOCTOSHHO, KOHT-
pouib kanus kpoBu, KOC KpoBHM He HMcClie0BaICs.

21.07.2005 r. KOHTpOJBbHAs TOCMUTAIN3alMs Ha He(po-
nornyeckoe otaeneHuss OKB. [To nanHbiM oOcnenoBaHus:
Kaunuyeckuil ananuz kposu: Jp — 3,99x10'%/m, Hb — 137,
Jleiik. — 4,8x10°%/n, COD — 15; obwuit ananuz moyu: cM. Tab.
3; buoxumuueckoe ucciedoganue CbieOPOMKU KPOGU. CM.
tabn. 4; npoba 3umnuyroeo: 1005 — 1015, J1 > H; ¢pyrxyuo-
HanbHoe cocmosinue novek.: cM. Tadbn. 5; KOC xkposu: cM.
Tabn. 6; Y3HU nouex u Haonoueunuxog: mnpapasi mo4ka pas-
Mepom 8.9 x 3,1 cm, mapenxuma 1,3 — 0,9, KOHTYpBI: pOBHBIE,
9XOIe€HHOCTh: HE U3MEHEHa, IU-
pamubl: oBaibhbie d = 1,0 cM ¢
TUIEePIXOreHHBIM 000IKOM, Ya-

Tabnuua 5

MIEYHO-T0XaHOYHBIH KOMIIIEKC:

Mokazatenu Hata

18122003 | 14.11.2004 | 25.07.2005 | 19.09.2005 | 29.09.2005 HE€ U3MeHEH. B npoeKuuu mno4-
Ku: 0e3 0COOEHHOCTEH, pacmoio-
apeaTMHMH CbIBOPOTKM, MMOJ‘II;/H 2222 2(1)22 2(1)?9 (1),3112 (1),]11 JKEHA: OIyILEHA HWKHUM MOJIIO-
04YeBMHA CbIBOPOTKM, MMOJIb/JI , , , , , o
HaTpuil ChIBOPOTKM, MMOSb/1 139 1380 | 1321 | 1355 |1ssg  COM AO rpebHsi noassiomHoji
Kanuit CbIBOPOTKM, MMOJIb/N 2,75 3,23 2,55 3,5 3,0 KOCTH; JjicBas MOYKa pasMepoM
Kanbuuii CbIBOPOTKKU, OBLLUNIA, MMOJIb/N | - 2.6 25 2,34 2.4 9,2 x 3,2 cm, mapenxuma 1,4 0,9,
CyTo4Hasn. akckpeuus Ca ¢ MOHOW, KOHTYPbI: POBHBIC, 9XOI'€HHOCTb:
MMOJIb/24 4 1,55 - - 2,99 3,7 HE U3MEHEHA, MUPAMHU/IBI: OBAllb-
CrB, r/24 4 0,031 ) - cneasl | 0,2 ueie d = 1,0 cM ¢ runepsxoreH-

CK®, mn/MuH 59,9 49,3 50,3 68,8 73,6
HBIM 000JKOM, YallledHO-J0Xa-

Mpumevanne. CrB — cyTodHasa noteps 6enka.

HOYHBIM KOMIIJIEKC: HE M3MEHEH.
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Tabnuua 6
Moka3saTenu KNCNTIOTHO-OCHOBHOIO
COCTOAHMSA KPOBU

Mokazatenu HaTta
17.11.2004 | 22.07.2005 | 08.08.2005| 28.09.2005

pH 7,44 7,4 7,42 7,46
pCO,, mm pT. CcT.  |61,5 78,5 65,4 70,0

BE, mmonb/n 14,4 18,8 14,2 25,9

BB, mMmonb/n 62,4 37,1 62,2 21,7
HCO,", mmonb/n  |41,6 48,6 42,0 49,6
pO,, MM pT. CT. 13,6 12 20,4 12

B npoekuuu nouku: 6e3 ocoOeHHOCTEH, pacnonokeHa: 00bI4-
HOo. O0nacTe HaJIMOYEYHHKOB 0e3 0COOEHHOCTEH.

B xone npoeseHHOro o0Cae0BaHUs AUarHo3 He nepe-
CMaTpHUBAJICS: aHOMAJHs Pa3BUTHI MOUYEBOW CHUCTEMBI: I'-
MorulacTU4ecKas JUCIUIa3us Mmovek. XpOHUYECKHil UHTep-
CTHLHAIBHBIA HeppuT BHEe obocTpeHus. ['mnokamnemuyec-
Kas rouka. M3onupoBaHHbIl MOYEBOM cUHAPOM. BTOpHuHBIi
JIEKOMITIEHCHPOBAaHHbBIH MeTabosuvecknii ankano3. [1paso-
croponnuil Hedpontos I cr. CoxpanHas (yHKLUS TOUYEK.

AprepuanbHas TUIIEPTEH3UsI HE 3aperucTpupoBaHa. B
XOJie TOCIUTAIN3aLMK [TPOBOJMIACh AIMMEHTapHAs U MEH-
KaMEeHTO3Hasi KOPPEKLHUs BHISBICHHOW T'MIIOKaTHEMHUHU U
MeTab0IM4eCcKoro ajkano3a. B ynoBi1eTBOpUTEILHOM COCTO-
s Boinucanach (12.08.2005 r.) nox HabmroneHus: Hedpo-
nora B 'HI ¢ pexomennauuei npuema npenapaToB Kajus,
BEPOLIMHUPOHA, AUaKapOa M roCIUTAIU3alUHN s g0o0ce-
JoBaHusl Ha Hedposorudeckoe otaenenus CIIOIMY.

05.09.2005 r. moctynuia Ha 1-e Hedpoaornyeckoe ot/e-
nenust CIIGIMY. Ilpu nocTymieHuu COCTOSHUE YIIOBIETBO-
pUTENbHOE, CO3HAHHUE SICHOE, KOKa U BUAMMBIE CITU3UCTHIC
000J104KH ynCcThie, 00buHOrO 1Beta, UMT — 13,06 kr/m?,
orekoB Het, AJ] — 110/70 MM prt. ct., UCC — 68 yn/MuH, TOHBI
cepaua sicHble, yncToie, mymMoB Het, Y/1J{ — 16 B 1 mMuH, 1bI-
XaHHUE KECTKOe, XPUIOB HET, JKUBOT MSTKHUH, 0e3001e3HEeH-
HbIH, TIOUKH HE MaJbIHUPYIOTCS, TOKOJAYMBAHUE MO TOSICHH-
e 6e3001e3HeHHOE.

B noronHenne k aHamHe3y ObLIO BBISICHEHO, YTO Mallu-
EHTKa POJAMJIach OT MepBOil OGepeMEeHHOCTH B cpok. bepe-
MEHHOCTb y MaTepH npoTekaia 6e3 ocnoxxHeHuil. Bec u pocr
NpU POXKICHUH HE TOMHUT. JIaHHBIX O HAJMYMU TATOJIIOTHU
[OYEK, CEPAEYHO-COCYJUCTON CUCTEMBI WM HapyLIEHUI
BOJJHO-COJIEBOTO TOMEOCTa3a y POACTBEHHUKOB HeT. M3 me-
peHeceHHbIX 3a0oaeBaHuil oTMeuaeT Toabko OPBU.

JlabopatopHo: Kiunuueckuii anaiuz Kpoegu.: Op —
4,0x10"%/m, Hb — 132, Jleiik. — 3,9x10%m1, COD — 4; obwuii
ananuz mouu: cM. Tabi. 3; duoxumuueckoe ucciedoanue
CHIBOPOMKU Kposu: cM. Tabi. 4; npoba 3umnuykoeo: 1007 —
1017, 1 > H; @ynryuonanrvnoe cocmosnue nouex: cM. TadIl.
5; KOC kposu: cm. tabn. 6; Y3H novex u HaonoueuHukos:
npaBas nmouka pazmepom 9,5 x 3,1 x 4,0 cm, mapenxuma 1,5 —
0,9, KOHTYpBI: pOBHBIE, XOr€HHOCTb: HE U3MEHEHa, MTUpaMHU-
1l oBasibHble d = 1,0 ¢M C TUMEp3XOreHHbIM 000/IKOM, Ya-
LIEYHO-JIOXaHOYHbIM KOMILJIEKC: He M3MeHeH. B mpoekunu
MOYKH: 0e3 0COOEHHOCTEH, pacloNioKeHa: OMylIeHa HHXK-
HUM TI0JIFOCOM JI0 TpeOHS MOAB3/IOIIHON KOCTH; JieBas Mou-
Ka pazmepoM 9.2 x 3.5 x 3,7 cm, mapenxuma 1,5 — 0,9, koHTY-
pBI: POBHBIE, 9XOI€HHOCTb: HE W3MEHEHa, TMPAMU/Ibl: OBaJIb-
Hele d = 1,0 cM ¢ rumep3XoreHHbIM 000JIKOM,
YaleyHO-J0XaHOUHBIH KOMIUIEKC: He M3MeHEeH. B mpoekuun
Moyku: 0e3 0COOEHHOCTEH, pacioiokeHa: 00biuHo. O6nacTh
HaJIo4YeuHUKOB 0e3 ocodenHocTell. C yueToM JaHHbIX aHaM-
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He3a W pe3ysbTaToB 00cieaoBaHusl 00JIbHON ObLT BBICTABJIECH
MIpeIBAPUTENILHBINA AMArHo3: CHHAPOM KaHaJIbLEBOH quchyH-
kuun. Knaccuueckuii cunnpom baprrepa? Cunnpom 'urens-
maHa? Jlyi1 yTOYHEHHUs AMarHo3a JIOMOJHUTENIBHO BBINOJIHE-
HO: ompeJielieHe KOHLEHTPALUH MarHus B ChIBOPOTKE KPO-
Bu: 0,9 mmone/a (Hopma — 0,7 — 1,05 mmone/n); KAIT: 419,6
nr/mia (Hopma — 70 — 300 nr/mn).

Takum 00pa3oM, pe3ynabTaThl JJIUTEILHOTO Ha-
OJt0/IeHHs MAIMEHTKH TI0Ka3aJli HAJIMUUe y Hee CTOM-
KOM THMOKAJINEMHUH C KIMHUYECKUMHU TPOSIBICHUAMHU
(TeraHus, MpIlIeyHasi cI1abOCTh) C YUYETOM OTCYT-
CTBMSI B aHaMHe3€ YKa3aHUH Ha MPUEM JUYPETUKOB U
aTMMEHTapHYIO0 HEJ0CTauy MPOAYKTOB, COJAEPIKAIINX
KaJIMH.

Habmronarorcst Takxke BhIpaKEHHBIH MeTaboIu-
YeCKHi ankano3, HopMaJlbHbINH ypoBeHb AJl, OTHOCH-
TelbHAasl COXPAHHOCTh (PUIBTPAIIMOHHON CIOCOOHOC-
TH MOYEK U TeHJEHIHS K YMEPEHHOMY HapacTaHHUIO
KAII mna3mel. Takas kIMHHYecKas KapTHHA 3acTaB-
JISIeT, B TIEPBYIO OYEPEb, 3aM0JJ03PUTh OJIUH U3 BapH-
aHTOB cuHJpoMa baprrepa. BeposTHOCTH Apyrux
COCTOSIHUI, C HATMUMEM THITOKATMEMUH U aJIKano3a, B
yacTHOCTH cuHapoMa KonHa, cunapoma Jluis, cuH-
JpOMa KaXKyIIErocss U30bITKa MHHEPATKOPTHKOHIOB
(medunut 11-0eTa-ruIpOKCUCTEPUIICTUAPOTCHA3BI
tuna II) nnm pa3nuuHbIX TUITOB BTOPUYHOTO (THIIEppe-
HUHEMUUYECKOT0) aJbJOCTEPOHU3MA KpaiiHe Maia.
[IpaxkTyecku Bce 3TH 3a00JI€BaHMSI COMPOBOXKIAIOT-
Csl CTOMKOM UM BBICOKOH apTE€pHAJIbHOW TMIIEPTEH3UEN,
KOTOpasi HUKOT/Ia HE PErHCTPUpOBajIach y o0cyxkae-
Moii marueHTKH. [Ipotus cunapoma Konna caunerens-
CTBYET U OTCYTCTBHE U3MeHeHui Y 3M-kapTuHbl Hajl-
MOYEYHUKOB (TMPU HEOJHOKPATHBIX MCCIIEOBAHUSAX),
nanubie KT opranoB OpromrHoii mojaocTy v 3a0prOIH-
HOT'O MPOCTPAHCTBA, @ TAKKE OTHOCUTEIHHBIO HE3HA-
yurenbHoe yBenmuenue KAIT [419,6 nr/miu (HopMa —
70 — 300 nir/mi)]. daHHble AyMIEKCHOTO CKaHUPOBa-
HHE U JIoNIieporpaduu cocy10B MoveK (3aKIoueHue:
reMOJIMHAMMUYECKH 3HaYMMBbIX HapyllIeHUH KpPOBOTO-
Ka 10 MOYEYHbIM apTepUsM Ha BCEX YPOBHSIX HE IO-
ny4yeHo. JIaHHBIX 3a MOBBIILIEHHE BHYTPUIIOYEYHOIO
COCY/IUCTOTO CONPOTHUBIIEHHS HE BBISBIEHO) TaKKe
CIIy’>KaT JIOTIOJIHUTENEHBIM apryMEHTOM MPOTHUB BTO-
PUYHOTO aJbI0CTEPOHHU3MA.

Ha ocHoBe nMeronmxcsi JaHHbIX, FOpa3io CI0X-
HEee PEeLIUTh BOIMPOC, O KAKOM KOHKPETHO BapHaHTe
cunapoma baprepa uaer peub. BroisiBinenue 3aboie-
BaHMsI B CPABHUTEIHHO MO3/JTHEM BO3pPACTe, OTCYTCTBHE
BBIP)KEHHOMN MOJMYPUN U TTOJUANUIICUH, TTOBBIIIEHUS
9KCKpELMH KalbliMs ¢ MOYOM cpa3y CTaBAT IMOJ CO-
MHEHHE aHTeHaTajbHble BAPHAHTHI CUHJpOMA (THUIIBI
Cb I u II). B cuiny oOBbeKTHBHBIX MPUYMH €le MEHee
BEpOSITHBIMU TpeacTaBidioTces Cb, coueraromuiics
C HEMPOCEHCOPHOU ITyXOTOM, UM ayTOCOMHO-/IOMU-
HaHTHAas TUNoKabIeMus (cM. Tabm. 1). Ha ocHoBe



ISSN 1561-6274. Hedponorua. 2009. Tom 13. Ne4.

OTMEUEHHOTO BbIllIe, HauboJee BEPOSITHBIMU 3a00J1e-
BaHUSIMHU B PacCMaTpPUBAEMOM cClly4yae cIexyeT MpH-
3HaTh J100 cuHApoM [WTenbmana, TMOO CHHAPOM
Baprrepa tuna Il (naronorust CLC-Kb xmopHbIx ka-
HanoB). [Ipu sToM, epBast Manugecraims 3adoneBa-
HUSl BO B3POCJIOM BO3pacTe CKOpee MO3BOJISIET 3aro-
no3puth CI'. OnHako Hanbosnee XapakTepHbIMH OTIIH-
YUTEJbHBIMU YE€pPTaMU MOCJIEIHEro COCTOSHUS
CUMTAIOTCSI CTOMKAsi TUIOKABIYPUS U HAJIMUUE TH-
nomarnuemud. IIpu Tpex onpeneseHus X CyTOYHOU
AKCKPEIUM KaJIbIUs ¢ MOYOM (CM. Tal. 5) TOIbKO B
OJIHOM CJIy4ae 3TOT mapamerp coctaBui 1,55 MMoJib/
CYT, a B JIBYX Apyrux npesbiman 2,0 Mmouns/cyT. KoH-
LEHTpallMs MarHus B CbIBOPOTKE KPOBU Y paccMaTpH-
BaeMoii 00JbHOM OKazanach HopManbHOH (0,9 MMOITB/
a; Hopma: 0,7 — 1,05 Mmouis/i). B cBsi3u ¢ 3TUM MbI
BCE )K€ PELINSIM OCTAaHOBUTHCS Ha nuarHose: Knaccu-
yeckuit cunopom bapmmepa (cunopom bapmme-
pa, mun III).

OnucaHHBIN ciTydail B UeM-TO MOX0XK Ha TpeJICTaB-
JIeHHBIH uTanbsHckuMU Hedponoramu [20]. Tlox ux
HaOJIoIeHneM OKa3aJics 28-JeTHUI My )KUMHa, KOTOPBIH
OblT 00CIEIOBaH B CBSI3W C MPHU3BIBOM Ha BOCHHYIO
ciryx0y. TouHbIN aHaMHE3 HE M3BECTEH, KPOME TOTO,
YTO THIIOKAIMEMHUS Obljia BIIEPBbIC BbISABICHA B 25 JIeT,
HO JIETAITLHOTO 00CIIeIOBaHUsI B TO BPEMSI HE ITPOBEIIH.
VY naiueHTa, Kak v y Haiel 00JIbHO#, oTMeuasiach HOp-
MoOMarHuemusi, umesu Mecto nosblieHne KAIT n yme-
PCHHBI METaOOIMYECKUH aJIKao3 MPU HOPMAaJbHBIX
ypoBHsix A/l. [IpaBaa, B ominyrie oT HaOIHOIaeMOMN
HaMU MalUEHTKH, Y 00JbHOT0, OMMCAaHHOT O UTAIBSHCKH-
MH KOJIJIETaMH, OTMeYajlack HUKTYpus (2 Moyeucryc-
KaHus 3a Houb). Hezanonro no obcnenoBaHus uMen
MECTO 3130/l JIEBOCTOPOHHEN MOUYEUHOM KOJIMKH C OT-
X0k /ieHneM kamHs. Kpome Toro, y 3Toro namieHTa Ha-
Omonanach HOPMOKaNIbIMEMUYECKasl TUITEPKATbLINIAY-
pusi, 4ero He ObLIO y Hamel 6osbHOM. CylecTBEHHO,
YTO MOJIEKYJISIPHO-TE€HETUYE CKUI aHAJIU3, IPOBEJACHHBIN
WTaJbSIHCKUMU CHELUATNCTaMH, BBIIBUI MYyTalUIO
(3Hauntenbhyto aeneuuto) CLCNKB-rena, uto coort-
BeTcTBYEeT cuHapomy baprrepa tuna III.

[ToHATHO, YTO B CHJTy MPUUMH, OTIMCAHHBIX BBILIE,
JIMarHocTuka TouyHoro Bapuanta Cb Ha ocHOBe Kiu-
HUKO-(YHKIIMOHATBHBIX JaHHBIX HE MOXKET CUHUTATh-
cs1 octoBepHOM. K coxkaneHnto, MoeKyIsipHO-TeHe-
TUYECKUI aHANTU3 y Halllel MalueHTKN He ObLT BBINOJ-
HEH [0 TEXHUYeCKUM NpuuuHaM. OJJHaKO OHA OCTaeTCs
1oy HaOJII0ICHUEM KJIMHUKH M, BO3MOYKHO, uepes He-
KOTOpO€ BpeMs TarHo3 OyJeT YTOUHEH.

B nrobom citydae, Ha Hal B3MISAJ, MPECTaBIECH-
HOEe HaOJIoJIeHUE WILTIOCTPUPYET UHTEPECHBIH Bapu-
aHT KaHaJlbIEBOW NUCPYHKIHH, KOTOPBIH MOTYT
BCTPETUTh HE TOJBKO MEAMATPBI, HO U «B3POCIBIE»
HEPPOJIOTH.

Crnenyomuil KIMHUYECKOH cityyail, KOTopbIii Ha-
Oarozalics B Halllell KJIMHUKE, TOXE MPEeACTaBIIsIeT
OIpE/ICIICHHBII HHTEPEC.

BonbHas K., 34 net, noctynuia Ha 1-e Hedponornieckoe
OT/eNeHHe KIMHUKK MPONEACBTUKY BHYTPEHHUX OOJe3Hei,
Cankr-IleTepOyprckoro rocyapcTBEHHOrO MEIUIIMHCKOTO
yHuBepcuteta uM. akaj. VL.II. ITaBnosa (CIIOI'MY) B miaHo-
BOM MOPSJIKE 110 HANPaBICHUIO TOPOACKOrO KOHCYJIbTATHB-
Horo Hedposoruyeckoro ueHrpa Cankr-IlerepOypra (I'HLY)
23.09.2008 1.. Ilpn mocTymieHNH >kajoBajach Ha BBIPAKEH-
HyI0 O0L1yl0 cl1a00CTb, YMEPEHHbIE OTEKU CTOIl U TOJIEHEH,
MOSIBIISIIOIINECS] B BeUepHee BPeMsi, TOJIOBOKPYKEHHE, TIe-
PHOAMYECKH TOTEpI0 co3HaHMsA. Ha MOMEHT ocMoTpa B co-
3HaHWUHM, TOJIOBOKPYXEHHs HeT. Taxke OTMeUaeT OTeKH CTOII,
roJieHel, MPenMyIleCTBEHHO B BeuepHee Bpems. Ha MOMeHT
OCMOTpa O0TeKOB HeT. B Teuenne roga moxynena ¢ 45 o 43 kr.
Taioke B TeueHue 4 et ameHopes.

Anamue3 3a6osieBanusi: JIo 1994 r. cuurana cebs npak-
THUUYECKH 3[10pOBOIi, K BpauaM He oOpalanach, He o0cieno-
Basnack. B 1994 r. Bo Bpems GepemenHoct (7-i MecsIr) co
cJI0B OOJILHOW OTMEUEHO IOsIBJIEHHE OTEKOB, BIUIOTh JI0 aHa-
capku. OmsTh ke CO CIIOB MAIlMeHTKH (MEAMIMHCKOW TOKY-
MEHTAlMU He IMPeACTaBJICHO) AMAarHo3 HedponaTuu Oepe-
MEHHBIX HE BBICTABISIICS, IPOTEUHYPUH, apTePUAIbHOMN TI'H-
nepreHzuu He Obuto (Al 110/70 MM pt. cT.). Ponsl Ha 38-ii
Henene 0e3 OCIOKHEHHH.

W3 cemeiiHoro anamHe3a M3BECTHO, YTO y Opara mauu-
€HTKH, MPOKUBAIOILETO B JPYrOM TOpOJie, BHIABJISIACH TH-
NMOKAJIMEeMHUsl U CTABUJICS IMArHO3 cuHapoMa 'utejibmMaHa.

B nanpreiimem g0 2004 1. He ob6caenoBanacek. A/l B 1996 1.
npu pazoBoM uzmepenuu 90/60 mm pr. cr. B 2004 r. nocne
TICUXOAMOLIMOHATIBHOTO cTpecca moxyzaena 3a rox ¢ 50 go 45
KT, TOIJ/Ia )K€ BHOBb CTalla OTMEUaTh MOSBICHHE OTEKOB HUXK-
HHUX KOHEYHOCTEH K KOHIly pabouero nHs. B 2005 . B cBsizu ¢
OTeKaMH HWKHUX KOHEYHOCTEH, Jila odpalanach K ypoJo-
ry: B obuiem ananauze mouu ot 2005 1. neiikouutsl 1-2 B 11/3p,
6enok 0,033 /1, sputpountst 30-40-60 B 11/3p. B 6uoxumu-
YECKOM aHallu3e ChIBOPOTKH KpoBH kpearnHuH 0,121 Mmous/
1, moyeBuHa 20,4 mmouw/n (1?7). BeicTaBisiicst JuarHo3 xpo-
HUYECKOro nuenoHedpuTa Ha (OHE MPAaBOCTOPOHHEIO He-
¢dponroza. B 2006 r. notepsina B Bece elie S Kr (B HacTosIiee
BpeMsi Macca Tena 43 kr). B aBrycre 2006 r. obcnenoBanach
Ha 2-M He(pPOJIOJIOTUHIECKOM OTIEICHUH KIMHUKH Mporie-
JIeBTUKKM BHyTpeHHUX Oonesneir CII6I'MY. BoicraBnen auar-
HO3: MPaBOCTOPOHHUE HePOnTO3, BTOPUUHBIH muenoHed-
put, XBIT III ct. B GuoxuMuueckoM aHai3e CbIBOPOTKH KPO-
BU: Kanui 2,5-3,7 mmounb/n, kpearunun 0,103 mMMoub/i,
MoueBHHA 5,7 MMoIb/l. B 00lieM aHaau3e MOYH: TPOTEH-
nypus 0,2—-0,08 r/n, nevikouutsl 0—1 B 11/3p. [To nanueim Y3U
npaBas nouka 9,8x4,7, nesas — 9,2x4,6. [locne Bemucku pe-
KOMEH/JOBaHHYIO Teparuio (maHaHruH 1x2) nonyuana 6 mec,
3aTeM CaMOCTOSTEIbHO MpeKpaTuia npueM npenaparta. C
2007 r. nadnronaercs B [HILI,

HeonHOKpAaTHO TOCHUTAIU3UPOBATach B pa3indHbIE
CTalMOHAPbI C JAMArHO30M XpoHHYecKuid nuenonedpur. C
2007 r. Ha ¢one runoronun 8§0/60—70/50 MM pT.CT. OTMEUaeT
MOSIBJICHUE TOJIOBOKPYXKEHHUS, SMU30IUYECKHE MOTEPU CO-
3HaHus. [1o JaHHBIM MarHUTHO-PE30HAHCHOW aHTHorpaduu
cocynoB roioBHoro Mosra ot 19.04.2008 r. BbIsiBIIeHa THIION-
7a3usl IpaBOM MO3BOHOYHOW apTepuu, mo nanaeiM Y 3L,
yMepeHHasi BepTeOporeHHass KOMIIPECCHs JIEBOH MMO3BOHOY-
HOW apTepuy, BHIPAKEHOE CHIDKEHHE KPOBOTOKA MO MPaBON

99
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[IO3BOHOYHOHN apTepuu Ta6nuua 7
B MIPOKCUMAIbHOM OT/Ie- Mokasatenu ¢pyHKLVOHANIbHOIO COCTOSIHUS No4Yek 6osbHOM K.
ne. B utone 2007 1. moc-
ne oOMopoka Obliia roc- Mokasaremm Lara
18.08.2006| 07.07.2008 | 25.09.2008 | 27.10.2008

nuranuzuposana B HUN
CKOPOH MOMOIIM HUM. KpeaTuHWH CbIBOPOTKM, MMOJb/N 0,103 0,096 0,131 0,092
WN.U. [Ixxanenuize. B cei- MoveBnHa CbIBOPOTKW, MMOJb/N 5,70 8,90 25,0 (?!) 5,40
BOPOTKE KPOBM: Kajuii Kanui CbIBOPOTKN, MMOSL/N 2,50 1,80 2,10 3,10

~ HaTpuii CblIBOPOTKM, MMOJIb/N 136,1 131,0 124,3 136,2
1,3 mmoab/n, natpuid Kanbumii cbiIBOPOTKA, OBLLMNA, MMOb/N 2,21 2,23 2,50 2,40
128 MMOJIB/ 11, KPEATH- y ;10 ¢4 isopoTKI, MMOSTB/N 88,0 87,0 75,0 93,0
nun 0,13 MMOIIB/JI, MO- HeopraHnieckuii hochop cbiBOpoTkM, MMmonb/n| 0,94 0,77 1,27 1,01
yeBrHA 26,7 MMOJB/N KnupeHc kpeaTuHuHa, Mn/muH/1,73 m2 52,5 46,7 38,0 37,1
("7) B 06H_ICM aHajunusze CKCDMDRDW MJ'I/MI/IH/1 ,73 M? 59,0 56,5 36,0 63,7
o — Genor 0.047 r/, SK oo M1/ 1,7 / a7 0.1 37 18

y KCKpeums KpeaTuHHa, MMOJb/CYT , , , ,
3umoii 2007-2008 . ot- SKCKPELMS MOYEBUHbI, MMOJb/CYT 221,5 220,9 181,5 129,8
Meyanach, Co CIoB 6ok OKCKpeums Kanus, MMOb/CyT 53,5 57,1 41,2 41,4
HOH, GeOpuiibHas TUXO0- DKCKpeums HaTpus, MMONb/CyT 88,6 63,8 95,6 165,7
panka, K Bpadyam He 00- IKcKpeums kanbuus, MMOSb/CYT 3,0 3,28 1,52 3,61
pamanacs. Kamis, Jkekpeums xnopa, MMOJb/CyT 107,3 72,2 100,3 154,4
Goneli B MOSCHUYHOMN Akckpeumsa docdopa, MMONb/CYT 7,53 17,0 16,83 11,88
Ouypes, n/cyT 2,15 2,10 1,90 2,20

obmactu He Ob10. B mporenmypns, r/cyt 0,34 0,82 0,67 Cneppl

2008 r. mpu cmyyaitHOM
o0cieioBaHUU BBISBIICH
xponuuecknit BupycHeiii renatut C. B 'HL Brickazano npen-
MOJIOXKEeHNEe O Haauuuu cunapoma bapTrepa. B Onoxumu-
YECKOM aHaim3e ChIBOPOTKH KpoBH oT 04.09.2007 r.: HaTpuit
126 mmonb/n, kanuit 1,6 mmonb/i. PekomeHnoBan npuem ac-
napkama (2 T.x2 p).

B utone 2008 r. rocnuranuzuposanack 8o BLIOPM MYC.
BeickazaHo BrieuaTiieHHe o cuHApome [urenbmaHa. B Ouo-
XUMHYECKOM aHajlu3e ChIBOPOTKH KPOBH: KPEaTHHUH
0,123 mmomb/n, moueBuHa 16,8 mmonb/a (1?). O6wmit xonec-
TEPUH CBIBOPOTKH KpPOBH 6,5 MMoub/i, kanuid 1,4-2,1-2,7
MmO/, Hatpuid 129,8—132.2, monb/n, marauii 0,82 Mmosb/
a; CIIb — 0,315 r/cyr. [Ipu uccnenoBaHuu KMCIOTHO-OCHOB-
HOro cocrosnus kposu: pH — 7,553, pCO,— 37,0 — meTabonu-
yeckuid ankano3 (apyrue nokaszarenn KOC He npezcrasie-
Hbl). KoHIleHTpatus anpaoctepoHa B miasme 690,8 mr/mi.

ITo panubiM cytouHoro OKI' u AJl MoHUTOpHPOBaHUS
WIIEMUYEeCKUX M3MEeHEeHWH HeT, AJl XapakTepHO IJsl THIO-
teH3uu. KT ronoBHoro mosra — HapyxHas ruapouedanus.
[Mocne BeIMUCKU NMpuHUMasa BepoumupoH 50 Mr/cyT, ma-
HaHuruH o 1 T. x 3 p.

23.09.2008 r. rocriuTanu3upoBaHa Ha 1-e Hedpoaoruyec-
KOe OT/IeJIeHHe KIMHUKHU MPOTMEAEBTUKH BHYTPEHHUX 00Je3-
Heit CIIOI'MY um. akan. W.I1. [TaBnosa. [1pu obcnenoBanun
anbaoctepon 281,0 (Hopma 10-160 nr/mn), pernn >2500
MKMEn/mn (Hopma: cros — 4,4-46,1 mm; nexa — 2,8 — 39,0).
ITpu ucenenosann KOC xposu: pH 7,506, pCO, 39,8 Mm pT.
cr., HCO, 30,8 mmons/n, BE +7,7 mmoib/n. B 6uoxumuyec-
KHX aHaJIM3ax ChIBOPOTKHU KpoBU: Kanui 1,6-2,1 Mmoib/i, Ha-
Tpuii 116—124,3 mmons/n, kpeatianH 0,131 MMoub/i1, Moue-
BrHA 25,0 MMOIIB/J1, XJ10p 75 MMOJIB/JI, IJII0K03a 5.9 MMOITB/JI,
marauid 1,02 MMosib/i1. B KIMHUYECKOM aHaIn3e KPOBH: DPHUT-
porwThl: 4,6x10'%/1, remornodun 140 r/m, I 0,91, nefikonu-
161 11,6x10°%1, COD 50 Mm/u.

Hedobuoncus. CeeroBast Mukpockonus. OKpacku: re-
MaTOKCWIIMH/303uH, Ban-I'm3oH, PAS, xpoMotpon, 3nactu-
ka no Beiirapty, cepeOpenue no J[»OHCY, KOHIO-pOT.

B cpesax KOpKOBBIi €O ¢ yrciaoM Kiy6o4ukoB 10 21,
3 M3 HHUX CKJIEPO3UPOBaHBI MOJHOCTHIO. Ha nepBblid miaH
BBICTYNAeT BBIPAKEHHBIH KPYMHOOYAroBHI CKIEpO3 CTPO-
Mbl ¢ quddy3Hol 1MMOOrucTHOLUTAPHOH HHOUIBTPALIU-
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eit. KiryOouku B 30Hax CKJiepo3a ¢ YTONIICHHON KarCyJion ¢
nponudepanmeid KIeToK Me3aHrusl U yBEJIMYEHUEM Me3aH-
THaJbHOTO MATPHUKCA C CYKEHHBIMH MPOCBETaMH KarnJJIs-
poB OtnenbHble KIyOOUKH BHE 30H ckiepo3a (4—5) oOblu-
HBIX Pa3MepoB C TOHKMMH Pa3BEepHYTHIMHU METISMH C HE3Ha-
YUTENbHOW Npojudepanueil KISTOK Me3aHTUs MaTpHKca,
0asajbHble MeMOpaHbl KaNUJUISIPOB KIYOOUYKOB TOHKHE,
¢byxcuHO(DUIbHBIE OTI0XKEHUs He onpenenstorcs. Kananb-
LIkl B 30HaX CKJiepo3a aTpo(UpOBaHbl, BHE 3TUX 30H Jedop-
MHUPOBaHbl, paCUIMPEHbl C YMEPEHHOW 3epHUCTOM IUCTPO-
¢ueii nnn cybarpoduei. B mpocBeTe KaHaAIBIEB 3PUTPOLIM-
ThI M SPUTPOLMTAPHBIE LMIMH/PHL. Ha rpanuiie ¢ nepexoaHon
30HOH B MPOCBETAaX KAHAJIBLEB MHOTIO OTJIOXEHUH M3BECTH C
nonHoi arpodueit snutenus kaHaableB. Cocynbl He U3Me-
HeHbl. Peakuusi ¢ KOHTo-por (-).

3akntoueHne. XpOHUUECKUNH MHTEPCTULHAIbHBIA He-
bpur.

HIMMyHO(II00pECLIEHTHOE HCCIeJ0BaHNe OUOICHY MOYKU.

Ucnonbzyembie anTuchiBOpoTKU: aHTulg, antulgG,
antulgM, antulgA, antuClq, antrC3, aHTHKAmNMa, aHTHISIM-
6512, aHTUPUOPUHOTEH.

3aximouenue. B me3anrun kiay6oukoB oTioxenus 1gG
(2+), IgM (2+), IgA (2+), C3 (2+).

OO1wee 3akntoueHue. XpoHUYECKUH MHTEPCTULMAIbHbIN
HedpuT.

[To nannbiv Y3U, neyens He yBenuuena (kBp-11,8), ne-
(dbopmalus KeITUHOTo My3bIps, MpaBas mnovka 9,6x4,1x4,2,
napeuxuma 1,4-0,8, sxoreHHOCTb 1, 1eBast mouka 9,2x4,2x4,4,
napeaxuma 1,4-0,8, 3XoreHHOCTh —1, MUpaMuIbl OBaJIbHBIE C
runepsxoreHHsM ob6oaxom d=1,1 cMm, npaBOCTOPOHHUI He-
¢dponroz. ITo nanubiv DKI cunycossiii putm ¢ YCC 90 B 1
MHH, YBEJIMYEHHE MPABOr0 MpeAcepans, U3MEHEHHUs pero-
JSIpU3alyU B 00J1aCTH MepeHeO0KOBON 1 HW)KHEH CTEHKU B
BUJIE TOPU3OHTAIILHOM M KocoHucxoasamen aenpeccun ST 11,
111, avf, V2-V6, D,A,l 1,-1,5 mMm. B ananmze mouu: 6erox
0,35 r/n, nevikountsl 0—1 B 1/3p, spurpouutsl 5—10 B 11/3p.
Cytounas nportennypus 0,67 T.

ITo panubiM DXOKI, kamepsl cepala He PacLUIMPEHBL,
MHUOKap/ JIEBOTO XKeNylAouKa He yTOJIIEH, CUCTOINYeCcKas
¢bynkuus He uzmenena (OB 71), quactonuueckas GyHKLUS
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HE HapylleHa, PacueTHOE JaBJIE€HHUE B JIETOYHON apTepuu IO
BEpXHE#l TpaHUIle HOPMBI.

Ha 0030pHOIi peHTreHorpaMMe OpraHoB PYAHON KIIET-
KU M3MEHEHUH He BBISBICHO. [Ipy 0CMOTpe OKyJIHCTa BBISB-
JIeHa aHTUONATHsl CEeTYATKU.

KoHcynbTupoBaHa HEBPOJIOTOM: AUCUHUPKYISATOPHAS,
nucMetaboanueckas sHuedanononuHeiponarus, s aud-
(bepeHInaIbHOro AMarHo3a ¢ pacCesHHBIM CKIEPO30M pe-
koMmeHg0BaHo MPT ronosnoro mosra. IIpu MPT kapruna
Hapy)XHOH ruapouedannu, MP-npu3HaKu AUCUUPKYISITOP-
HOM sHUedanonaTuu.

[MpoBoaunacey Tepanusi BEpOIINUPOHOM C MOCTENEHHBIM
HapacTaHueM 103kl 10 200 Mr/cyT, a Takke npenaparamu
Kalusi ¥ TUIEPTOHUYECKUM PAcTBOPOM XJIOpHJA HaTpHs, Ha
(doHe KOTOpOH OTMeuanoch yMeHblleHHe obuiel cradocty,
TOJIOBOKPYKEHUS, B OMOXMMHYECKOM aHaju3e KPOBH ypo-
BeHb Kanmust 3,1 mmouw/n, Hatpuit 136,2 MMounb/i. B knnHu-
YeCKOM aHallM3e KPOBH: 3PUTPOIUTHI 3,9%10'%/1, remorimo-
oun 119 r/n, IIIT 0,92, neiikouutsl 8,8x10%m, COD 44 mm/u.
ITo maHHBIM KOHTPOJNBHOTO (YHKLIHOHAIBHOTO HCCIENI0Ba-
HUSI COCTOSIHUS 1oueK (Tabdi. 7), kpeatrHuH 0,092, MoueBrHa
5,4 mmons/i1, CITB cinenpl, CK® 63,67 mn/mun/1,73 m2. Beinu-
caHa C JAMarHo3oM: cunopom bapmepa muna III. Pexomen-
JIOBAHO BBITIOJIHEHHE TeHETHYECKOTO MCCIeoBaHus. bbuio
PEKOMEHI0BaHO J00aB/IeHUue COJMU K MHULIe, NPUeM collel
kamua (kanus xaopun 10%-10,0 win kanuitHopmuH — 1,0 B
cytku. IToBTOpHas rocrnuranuzauus yepes 6 Mmec.

B nuarHoctuyeckoM miiaHe JJaHHBIA cilydai, 1mo-
JKauTy i, IPpeICTaBIIsIeT OoJiee CIOKHYI0 IPoOIIeMy, YeM
npeaslayuii. B npuHnumme, croiikas runokajineMus,
noBbIIeHne akTuBHOCTH PAAC, runoxiopeMuyueckuit
MeTaboJIMYeCKUI ankanao3, Hapsiay ¢ HOPMaJbHBIMU
YPOBHSIMU Martusi B CBIBOPOTKE KPOBU U OOBIYHO HOP-
MaJIbHBIMH TIOKa3aTeN MU MTOYEYHOM 9KCKPELUH Kalb-
ust (cM. Taba. 7) U 0ObIYHO MOHMKEHHBIM YPOBHEM
apTepUaIbHOTO JIABJIEHHS, COITIaCYIOTCS C KIIMHUYECKON
kaptuHoi Cb tuna III. B To ke Bpems, umeromuecs
JITaHHbIE, HAaBEPHOE, MOJHOCTHIO HE UCKIIIOYAIOT U Ha-
nuuue cunapoma ['urensmana. C apyroit CTOPOHBI,
pe3ynbTarel 00CIeJ0BaHuM, MPEXkKIe BCErO C YUETOM
Pe3yabTaTOB MPHKM3HEHHOTO MOP(OIOTUUECKOTO HC-
CJeI0BaHus M0YEK, KOTOPOE BBIIBHIIO OTYETJIMBbBIE
MPU3HAKH XPOHUYECKOTO IOBPEKAECHUS TYOYTOMHTEP-
CTUIIUSI, MOTYT MOJYYUTh U JIPYTYI0 TPAKTOBKY.
Henb3s MOMTHOCTBIO HCKITIOYUTD HaIU4Us (CKOpee Bee-
T0, HJJUOTIATHYECKOT0) XPOHUUECKOTO TYOYJOMHTEPCTH-
MaJbHOTrO He(puTa, KOTOPBIM M 0€3 reHEeTUYEeCKU
00YyCIIOBICHHBIX Ie)EKTOB COOTBETCTBYIOIINX HOHHBIX
TPaHCIOPTEPOB MOXKET MPUBECTH K MMOYEHHBIM TOTe-
pAM coJiell ¢ pa3BUTHEM KJIMHUYECKOW KapTHHBI
cosbTepstouIed MoYKH (TI0 CyTH, MCeBI00apTTEPOBC-
KOro cuHjapoma). B naHHom ciydae, €CTb U HEKOTO-
pble Apyrue ocobeHHOCTH. B yacTHOCTH, ManueHTka
MEePUOIMUECKH OTMeUaa MosIBIEHUE OTEKOB, KOTOPhIE
He xapaktepubl 1151 Cb u CI. TpynHo oObsicHUMO
MEPUOJIMYECKH PETUCTPUPYEMOE TPAH3UTOPHOE Hapa-
CTaHHe KOHLIEHTPALIM1 MOUYEBUHBI B CHIBOPOTKE KPOBU

JI0 JIOBOJIBHO BBICOKHMX 3HAYEHHH (IMU30/bI PEXOIsi-
HIEro MPepeHaIbHOTO OCTPOTO MOBPEKACHHS ITOUEK Ha
(hoHe TUIOTOHMHU U YMEHbILIeHHs 2P PEKTUBHOTO 00beMa
BHEKJIeTOUHOH xuakoctu?). [Iporennypus u nepuo-
JIMYECKH BBISIBIISIEMbIE U3MEHEHHSI B MOUEBOM OCa/l-
K€, CKOpee BCEro, MOTYT OBbITh CIEJICTBUEM TE€X MOP-
(oornueckux U3MEHEHUH B TKaHU TOYEK, KOTOPhIC
ObLTH 0OHApYKEHBI IPU HePPOOHOTICHH.

B nanHOM ciydae B MoJib3y HAcleJICTBEHHOH Ty-
OyJomnaTun Hac MOOYIMIIM BBICKA3aThCS PE3YJbTaThl
ceMeHOro anamMHe3a: MoJI03peHNe Ha HATMUUE CHH/-
poma ['urenbmana y Opara, MOCKOJIBKY CIOXKHO Mpei-
MOJIOXKHTH, YTO Y JIBYX OJNM3KUX POJCTBEHHUKOB 0€3
BUJIMMOW TIPUYMHBI PA30BbETCSl TYOYIOMHTEPCTUIIH-
abHBIA HePpuT. OHAKO AJISI OATBEPKICHUS JIar-
HO3a 371€Ch a0COIIOTHO HEOOXOAMMO MOJIEKYIISIPHO-
FeHETHUECKOE UCCIIEI0BaHKE, KOTOPOE B HACTOsIIIEe
BpeMsi TEXHUYECKH HE BO3MOXKHO.

Zaxnwouenue. Kax CBUACTEIbCTBYIOT NTaHHBIE
JUTEPaTypbl U Pe3yIbTaThl NPUBEICHHBIX BBIIIE KIH-
HUYECKHUX HaOJIOACHHH, B HACTOSIIEE BPEMS «B3POC-
TIBIi» He(POJIOT BIOJIHE MOKET BCTPETHTHCS C Mallu-
€HTOM, Y KOTOPOI'O MOT'YT HaOIIOAATLCS T€ WM MHBIC
nposiBieHus cunapoma baprrepa win cunapoma I'n-
Tenpmana. [ToaToMy Takol Bpay J0JmKeH ObITh OCBe-
JIOMJIEH 00 OCHOBHBIX CUMITOMAX, MPUHIIMIAX JWar-
HOCTHKH M JICYEHHS IaHHBIX COCTOSHHH.
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