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KNHHHYECKMA U OHOXUMHYECKHIi nonUMOpPH3M
CNUHANbHOW MbllEYHON aTpothun

Ileav uccredosanus — KauHuK0-1a60pamopHoe usyvernue cnuHanbHoil moiuteuroi ampoguu (CMA) 0as ymounenus ocobernocmeil namoee-
He3a u poau Helipompopuueckux GaKxmopos 6 opmuposanuu NoAUMopGuU3mMa 0aHHo20 3a004e8aHUSL.

Ilayuenmut u memoodwt. Obcnedosano 35 60abHbIX ¢ paziuunbimu HacredcmeenHvimu popmamu CMA 6 6o3pacme om 9 mec u do 53 aem (cpeo-
Huil eospacm — 14,5 eoda). [Iposodunocy kaunuueckoe, eeneanozuteckoe u aabopamoproe ucciedogarue. Konmpoavhyio epynny cocmagu-
au 40 300posuvix (7—45 aem, cpeduuii go3pacm — 16,5 coda). Onpedenenue yposHs Helipompopunos: daxmopa pocma 20108H020 M0O32d
(®PI'M), pakmopa pocma nepea (PPH) u uyuauaproeo ueiipompoguueckoeo paxmopa (LLHT®) nposoduru ummyHoghepmeHmubim memo-
dom 6 0Opaszyax cvleOPOMKU Kposu.

Pesyavmamot. Boiseaenvt usmeneHus sxcnpeccuu Helipompoguueckux gpaxkmopog y 6oavruix CMA. Jlanubie ummyHopepmenmuoeo anaiusa
ceudemenscmeyrom o mom, umo konuenmpauus OPI'M, ®PH u IIHT® 6 coiopomke kposu y 6oavhbix CMA cmamucmuyecku 3Ha4umo 8bi-
we, wem y 30oposuix. B epynne 6oavnvix CMA maadwe 18 nem ommeuerno cmamucmuuecku snayumoe (p<0,001) nosviuenue KonueHmpayuu
@PH (3680+936 ne/mna) 6 cpasnenuu ¢ auyamu KOHMpoAbHOU epynnbl (6251444 ne/mn) moeo xce so3pacma.

Saxarouenue. Knunuueckuii noaumopgpuzm CMA, no Hawemy MHeHUIO, MOJICHO 00BACHUMb NOAUMOPGUIMOM PASNUMHBIX NAMOLCHEMUYECKUX
akmopos: eenemuueckux, MOPHOPYHKUUOHANbHBIX, OUOXUMUYECKUX. Bnepsble ommeuena poas eunepskcnpeccuu HelipompogpuHos é paseu-
muu 6onee maxicenvix kaunuveckux munoé CMA (npokcumansnas CMA), umo modxcem Obims c813aHO KAK € OHMOLEHEMUHECKUMU 0COOEHHO-
cmAMU 0emcK020 803pacma, mak u ¢ OAumensHocmolo 3aboaeéanus. Pezyssmamol uccaedosanus 6 danvHeliuem mMoeym Obims UCHOAb308A-
HbL 045 nodbopa namozeHemuueckoll nepconugpuyuposantoi mepanuu CMA.

Karoueevle croea: cnunanvhas mvluieuHas ampous; ROAUMOPDUIM,; HEUPOMPODUHbL, UMMYHODEPMEHMHbLI MEmOo0; Cbl80POMKA KPOBU.
Koumaxmot: Mapus leopeuesna Cokonosa,; sokolova.m08@mail.ru
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poduu. Heeponoeus, netiponcuxuampus, ncuxocomamura. 2017,9(1):50—54.

Clinical and biochemical polymorphism of spinal muscular atrophy
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Objective: to conduct clinical laboratory studies of spinal muscular atrophy (SMA) for the clarification of the pathogenetic features and role of
neurotrophic factors in the formation of polymorphism of this disease
Patients and methods. Thirty-five patients aged 9 months to 53 years (mean age, 14.5 years) with different inherited forms of SMA were examined.
Clinical, genealogical, and laboratory tests were carried out. A control group consisted of 40 healthy individuals aged 7—45 years (mean age,
16.5 years). The levels of neurotrophins, such as brain-derived growth factor (BDGF), nerve growth factor (NGF), and ciliary neurotrophic
factor (CNTF) in serum samples were determined by enzyme immunoassay.
Results. Changes in the expression of the neurotrophic factors were found in patients with SMA. The enzyme immunoassay data suggest that the
serum concentrations of BDGF, NGF, and CNTF in patients with SMA were significantly higher than those in healthy controls. The group of
SMA patients aged under 18 years showed a statistically significant (p<0.001) increase in NGF concentrations (3680+936 ng/ml) versus the
control group of the same age (6251444 pg/ml).
Conclusion. In our opinion, the clinical polymorphism of SMA can be explained by the polymorphism of various pathogenic factors: genetic,
morphofunctional, and biochemical ones. Overexpression of neurotrophins was first noticed to play a role in the development of more severe
clinical types of SMA (proximal SMA), which may be related to both the ontogenetic features of children's age and disease duration. The study
results can be further used to choose pathogenetic personalized therapy for SMA.
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CrnimHanbHast MbiedHas atpobus (CMA) — KIIMHUYeCKn
U TEHETMYECKU TeTepPOreHHasl Ipyrma HeHPOMBILIEYHBIX 3a00-
neBaHuid. Beiiensor npokcumanbHbie ([TCMA), nucranbHble 1
oynbbapHbie CMA, KOTOpBIE B CBOIO OYepeb MOTYT ObITh BPO-
SKIEHHBIMM WJIM BO3HMKATh TOCJIE MEPUOIa HOPMAIBHOTO pa3-
BUTHSI MOTOPHOTO armapaTa. B ocHOBe 3a0ojieBaHUST JEXUT
TIPOTPECCUPYIONTNH IeTeHepaTUBHBIIN Tpollecc B ab(ha-MOTO-
HeWpoHaX MEePeHUX POTOB CIMHHOTO MO3ra, YTO TPUBOIUT
K BOBHUKHOBEHHUIO CHMMETPUYHOTO BSUIOTO Mape3a MornepeyHo-

MOJOCATBIX MBIIIIL C UX ITePEPOKACHUEM
[1]. Bce knuHuueckue (popmbl 3a00i1e-
BaHUST KAPTUPOBAHBI HA KOPOTKOM ITJIe-
ye XpOMOCOMBI 5 B obyactut 5q12.2-13.3.
Jlokyc CMA mipencraBisieT co00ii 60J1b-
110/ UHBEPTUPOBAHHBIN IMOBTOP pa3Me-
poM 500 ThIC TTap HYKJIEOTUIIOB, COIEP-
Kamuii 4 reHa: SMN, NAIP,
SERFIA(H4F5) v GTF2H2(BTF2p44)
[2]. HM3BectHO, 4TO (heHOTUTTMUECKUI
noumopduzmM CMA ompenensieTcst re-
HETUUYECKO TeTeporeHHocThio. Tak,
nopaxxeHue MOMyJsuuu aibdha-MOTO-
HEHpPOHOB, MHHEPBUPYIOIIUX IMPOKCHU-
MaJIbHbIe WU JUCTaJIbHBIE OTIEbI KO-
HEYHOCTel, obpa3yeT crneuuduyeckyo
GopMy IBUTATEIBHBIX HaPYIICHUIA.
W3zyueHne OMOXMMUYECKOTO TMOJIUMOP-
¢u3Ma npencrapisieT co00ii KaueCTBeH-
HO HOBYIO CTYI€Hb U TO3BOJISIET YTOY-
HUTb MOJIEKYJISIPHO-OMOXUMUYECKIE
MEXaHW3MbI Pa3BUTUS TAHHOU TPYIIITHI
3a00JieBaHUi C TO3ULIMKU OLEHKU He-
POTPOMPUYECKOI peryasiiuu, 4yTo OymaeT
CMOCOOCTBOBATh MOAOOPY MAaTOreHETH-
4YeCKOM Tepanumu.

Ileas uccnenoBaHuss — KJIMHUKO-
nmaboparopHoe wusydyenue CMA nsa
YTOYHEHUs OCOOECHHOCTE#l IaToreHesa
U POJM HelpoTpoduueckux (HakTopoB
B (hopMUpOBaHUM MoJUMOpduU3Ma 1aH-
HOro 3a00J1eBaHMSI.

ITaumenTs! u MeToabl. [Ton HaG0-
NeHeM HaXOMWINCh 35 GOJTBHBIX C Ha-
cnencreeHHbIMU (opmamu CMA B B0o3-
pacte oT 9 mec u no 53 jer (cpenHuii
Bo3pacT — 14,5 ronma). IIpoBomuioch
KJIMHUYECKOe, TeHealornyeckoe v jabo-
patopHoe oociienoBaHue. JlaHHbIe aHAM-
He3a aHAIM3UPOBAIA HA OCHOBAHWUY BbI-
MUCHBIX 3MUKPU30B M3 CTAIlMOHAPOB,
MEIUKO-TeHeTUYECKUX ILIEHTPOB M T. .
KoHTposibHYIO  TpymIy  COCTaBWIM
40 3mopoBbix (7—45 net, cpenHuii BO3-
pact — 16,5 roga). OnpeneeHre ypoBHSI
HelpoTpoUHOB: (hakTOpa pocTa rojoB-
Horo mosra (PPI'M), dakrtopa pocra
Hepsa (OPH) u munnapHoro HeiipoTpo-
duueckoro dakropa (LHHT®D) npoBoau-
JI1 UMMYHO(EPMEHTHBIM METOJIOM B 00-
pasiax ChIBOPOTKM KpoBHW. bwimm uc-
TOJIb30BaHBl UMMYHOMEPMEHTHBIE Ha-

Puc. 1. boavnas H., 9 sem. [ICMA
1l muna. Buipasicennwiii Kughockoauos

Puc. 2. boavroii A., 23 eoda. [ICMA
11l muna
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6opsl pupmel RayBiotech, Inc. [Toporosrie BeuunHbel @PI'M,
®PH, HHT® coctapnsia 20, 14 u 8 nr/Mia COOTBETCTBEHHO.
Br160op naHHBIX HelpoTpoduyecKuX (haKTOPOB OBLI MPOAMKTO-
BaH pe3yJbTaTaMU MHOTOYMCIIEHHBIX MCCIIEIOBaHUN, KOTOpbIE
YCTaHOBWJIM, YTO BCE OHM y4YacTBYIOT B npoliecce nuddepeHim-
poBKuU HelipoHOB [3, 4]. Kpome Ttoro, ®PT'M perynupyet mpo-
1ecc co3peBaHus cuHaricos [5], ®PH Heobxomum aj1st pocTa ak-
COHOB U YCHJIMBAeT BeTBaeHuUe neHapuros [6], a IIHT®D orHo-
CUTCH K CEMEWCTBY HEMPOTIOATUYECKUX IUTOKUHOB U paccmar-

pHUBaeTCs Kak KIroueBoii (hakTop KU3He-
JIeSITeJIbHOCTU TJIMAJIbHBIX KJIETOK [7].

B mccrienoBaHnM TIPUMEHSTTA CJTe-
QYIOIIIE TIPOLIEMYPHI U METOIBl CTaTH-
CTUYECKOTO aHajiu3a: ompeieicHue Y-
CJIOBBIX XapaKTepUCTUK TEPEMEHHBIX;
OLIEHKY COOTBETCTBUSI IMITUPUYECKOTO
3aKOHa pacrpeneeHsi KOJTUUECTBEHHBIX
TepEMEHHBIX TEOPETUIECKOMY 3aKOHY
HOPMAJIEHOTO PacCIpe/ie/ieHusT TT0 KPUTe-
puto Hlampo—Yuika, olleHKY 3HaYMMO-
CTU pa3IudMsi CPeIHUX apuPMETUIECKUX
3HaYEHUIl B HE3aBUCUMBIX BbIOOpPKAxX
¢ ucronb3zoBanuem T-kpurepusi CTblo-
neHrta. OnMcaHne KOJMYeCTBEHHBIX TPH -
3HAKOB OBLIO BBITTOJHEHO C UCTIONb30Ba-
HHUEM CpeIHEero apru(pMeTH4ecKoro 3Ha-
YEHUS ¥ CTAaHAApPTHOTO OTKJIOHeHMs. Hy-
JieBasi CTaTUCTUYECKasi TUITOTe3a OTBepra-
Jlach npu ypoBHe 3Haummoctu p<0,05.
CTaTUCTUUYECKUIA aHAIU3 OCYILIEeCTBIISIICS
C WCIONIb30BaHMEM TakeTa Statistica 8.0
(StatSoft®, Inc., USA).

Pesyabrarnl u oocyxaenne. Cpenu
35 o6oapbHbeix CMA y 29 wumenach
TICMA, y 2 — aucrtanbHbiii Tun CMA,
y 3 — OynapOapHO-CIMHalbHas (hopma u
y 1 — MoHOMuUenuTu4eckas. B 3aBucu-
MOCTU OT BpeMEHM Hayajla M BapuaHTa
kiamHu4eckoro tedyeHuss [ICMA mon-
paszaessaioT Ha 4 tuma [6].

IICMA [ muna ycraHoBieHa y 7
JieTeil B Bo3pacte ot 9 mec o 3 set. 3a-
OoJieBaHMe y HUX TUarHOCTUPOBAHO UH-
TpaHatanbHO. C pOXIEHMS y IeTeit Ha-
OoNaCh CHMDKEHHasl JBUTAaTesbHasI
aKTMBHOCTb («CHHIPOM BSIJIOTO peOeH-
Ka») M XapakTepHas MacCUBHas Mo3a ¢
OTBEIEHUEM U HapYyXXHOU poTtalueil oe-
nep («mo3a yarymku»). Ha MomeHT 06-
CJICIOBAaHMS Y STUX MAlIMEHTOB OTMeYa-
JINCh BBIPAXKEHHBIE IBUTATEIbHBIC HAPY-
LIEHUS B BUIE MeprudepruyecKoro napa-
Jinya TMPOKCUMAJIbHBIX OTAEJIOB HOT U
DPYK, apediekcuu (CHUXEHUE CyXO-
KUJTBHBIX W TIEPUOCTATBHBIX pediiek-
coB), (@ y3HON MBIIIEYHON TUIIOTO-
Huu. [To Mepe nmporpeccupoBaHus 3a00-
JIEBaHUSI MaTOJOTMUYECKUI TTPOIIECC pac-
MPOCTPAHSJICS Ha MBIIIbI TYJOBUILIA,
pyk ¥ men. [lapayiesbHo ¢ MBIIIEYHOM
arpodueil Hapactanu u nepudepuye-
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Tabnuua 1. Konyeumpauyusa nelipompoguHnoe 6 cbl6opomKe Kposu B | ciyyae paspuBanach oQraibMorie-
6 uszyvaemox epynnax (X*o) rusi, B 2 — cepleyHasi HeJOCTaTOYHOCTh
Konnentpamnus Boabubie CMA 310poBbie p BCJICACTBUE HAPYLIEHUS MPOBOAMMOCTU
HeHpoTPO(hHHOB, (n=35) (KOHTPO.Ib, N=40) cepaua. 3abojeBaHKe y BCeX MalMeHTOB
nr/m MPOrpecCcrpoOBaio MEIIEHHO.
®PH 26871455 6471411 <0,001 Aucmanensiit mun CMA naGmonan-
cs1 y 2 marueHToB (6one3ns Apana—/lio-
OPI'M 32 307£11 250 24 31716488 <0,001 IIEHHA) ¥ HOCUJI CTIOpaIndecKUii XapaK-
Tep, Havyaao 3a00JeBaHUS MPUXOIMUIOCH
LUHT®D 24,7+13,7 18,4x10,9 0,034

Ha 30 jet u 32 roga. KnnmHuueckue mpo-
SIBJIEHUST OBLIU TIPEACTaBIEHbI TUCTAIb-

Ta6mmua 2. Konyenmpayus neiipompodunos 6 coléopomike Kpoeu HBIMU TTape3aMy PyK, CONPOBOXKIAIOLIN-
8 U3yuaeMmoviX epynnax 6 zagucumocmu om gozpacma (X*o) Mucst (acUKyISIUIMA.  XapakTepHast

KonuenTpanus Boasabie CMA (n=35) 310poBbie (KORTPOJIb, n=40) ocobenHoCTs fatHoro tura CMA — dop-
HelipoTpoUHOB, 10 18 ner crapuie 18 nter 10 18 ser crapue 18 ner MUPOBaHUE CrUOATENIbHBIX KOHTPAKTYP B
nr/mi (n=21) (n=14) (n=20) (n=20) najblax KucTeil. B manpHeitem pa3Bu-
. " BaJICSI MBILLIEYHBIN cuHApPOM. TeueHue 3a-

O®OPH 3680+936 11961448 6251444 6681385 GOMeBaHMs GBUIO MEUIEHHO TIPOTPECCH-
®OPIM 36 103111534 26 611£8254" 26 876£6924° 21 758+4969° PYIOLMM, aMHOTPO(UU PacrpOCTpaHs-
JINCh HA TIPOKCUMAJbHBIE OTHENBI PYK,

LHHT® 21,8%13.,9 28,1£12,5 21,1£13,8 15,7£6,4* a 3aTeM Ha TYJIOBHUIIE Y HOTU. DTOT IIPO-

IIpumeuanue. Pa3muus KOHIIEHTpAIMU HEMPOTPODUHOB B 3aBUCUMOCTHU OT BO3pacTta y 00JIb-
HbIx CMA u B rpynne koHTposst: * — p<0,05; * — p<0,01; ™ — p<0,001. Paznuuust KOHUEHTpa-
MU HEWPOTPOGDUHOB B 3aBUCMOCTH OT HaIm4ust in00 orcyTcTBusi CMA B OMMHAKOBBIX BO3-

pacTHbIX rpynmax: “ — p<0,01; * — p<0,001.

ckue napesbl. JleTd He MO CUZIETh U AePXKaTh FOJIOBY, BCTaBaTh
Ha HOTH, TIepecTaiv OpaTh B pyKu UTPYIIKK. ONpenessuics Xxapak-
TePHBII MEJTKUI TPEMOP TTAJTBLIEB BBITSTHYTHIX pyK. YyBCTBUTETH-
HBIX PACCTPOICTB, a TAKXKe 3aAeP>KKHU TICUXUIECKOTO Pa3BUTHS Y
9TUX TALIMEHTOB He BbIsIBIeHO. OTMevanch BereTaTUBHbIC Ha-
PYILIEHUS B BUIE YMEPEHHOTO IMCTAIbHOTO TMIIEPTUAPO3a.
[ICMA II muna ctpananu 12 neteit (4 1eBOYKU U 8§ Majib-
YUKOB) B Bo3pacTte OT 2 10 12 jieT. Y 2 u3 3Tux naureHToB 3a00-
JIeBaHWE HOCHUJIO CeMeNHBIN XapakTep, y 10 — criopaaryeckuii.
JIBuraTenbHBIN nedeKT MposBIIsics ¢ poxaeHus. B cooTseTcT-
BuM ¢ knaccudukanueii T. Munsat (1990) 6onbHbIe ObUTH pase-
JIEHBI Ha TPU TPYIIIbL: TSKeJbId TUM (Bo3pacT Hayana [ICMA —
ot 0 10 6 Mec) — 4 GOJIBHBIX; TPOMEKYTOUHBII THUIT (BO3pAacT Ha-
yaja — oT | 10 8 Mec) — 6 OOJIbHBIX U MSITKUIA, OJIaronpusiTHbIN
TUTI (BO3pacT Havyana — mocie | roga) — 2 6onbHbIX. KnmuHnde-
cKas KapTWHa OblIa TIpeacTaBlIeHa BSUIBIMU MapajidyaMKi PyK 1
HOT, ¢ TpeobiaJaHreM Tpoliecca B MPOKCUMAIIbHBIX OTIENax,
aKTUBHbIC IBMKEHMSI COXPAHSIMCH B AUCTAIbHBIX OTIENaX PYK,
MBIIILIAX 11IeH, MUMUYECKOI U AbIXaTeIbHOM MycKynaType. Hab-
JIIOATUCH TeHepaIM30BaHHbIe (DACIIMKYIISIIIAN MBI U BbIpa-
xeHHast muddy3Hast MbIIIeTHast TUOTOHUS. M3MeHeHus B KO-
CTHO-CYCTaBHOI CUCTeMe TaKKe ObLIU TTPeICTaBICHbI BHIPAXKCH-
HBIMU KOHTpPaKTypaMU KPYITHBIX CYCTaBOB KOHEYHOCTE M Ku-
dockommo3om (puc. 1). OYHKIIMU Ta30BBIX OPTAHOB COXPAHHBI.
HapyiiieHuit 4yBCTBUTEbHOCTH U MHTEJJIEKTA HE OTMEYaIOCh.
[ICMA [1I muna nuarHoctupoBaHa y 10 OOJbHBIX B BO3-
pacte ot 7 1o 28 net. B 8 ciryyasix ycTaHOBIIEH criOpanuyecKuit
Xapakrtep 3a0ojeBaHUsI, B 2 MMOATBEPIMIICS ayTOCOMHO-peElec-
CUBHBIM TUM HacjienoBaHus (0ojieau OpaT M cecTpa MalueH-
TOB). [ICMA ne6iotupoBaia B Bo3pacte 2—10 yiet. [ABuraresnb-
Hble HapylLIeHUS] UMeJU MPOKCUMAIbHYIO JOKAJIM3AlMIO, pa3-
BuBajach apeduiekcusi. OCOOEHHOCTU CUHIApPOMa MOPaXKEHUS
MBI TTPOSBIISIIUCH KOMIIEHCATOPHOUM TUIIEpTpodueil NKpo-
HOXHBIX U ITONWYHBIX MBI, (pacuuKyassuusiMu (puc. 2). [u-
PaMMIHBIX 3HAKOB M OyJbOApHBIX HapyIIEHWI HE BBISIBICHO.
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LIECC JUIUJICSI HECKOJIbKO [ECSITKOB JIET.
JuddepeH1ranbHbIi TUarHO3 MPOBOAM-
JIA TIPEXJI€ BCEro C HACJIEACTBEHHOIU MO-
TOpHO-CceHcopHoi HeBporatueit I u 11
TUTIOB M XPOHWYECKOU TOTMHEBPOTIATH-
eif. OCHOBHBIMU OTJIMYUTELHBIMU TTPU3HAKAMU TTOJIMHEBPOIIa-
TUU SIBJISIIOTCS] TUCTAJIbHBII TUM HapyLLEHUsT YYBCTBUTEIbHOCTU
U TIPEeUMYIIECTBEHHOE TTOpaxkKeHue pasrudaresieit.
byavoapno-cnunanvuyio gpopmy CMA (6one3nbp KeHHe-
1) UMeJI 3 MYXXUUH, BO3pacT OOJbHBIX HA MOMEHT 00CIen0-
BaHus — 38 jiet, 44 u 53 roga. [1pu ocMOTpe y HUX BBHISIBIISIMCH
OynpOapHbIe CUMITOMBI: aTpodusi MBIIIII sI3bIKa ¢ (haCIUKyIsi-
LIMSIMU, TTape3 MSITKOTO Heba o CHYXKEHUEM IIOTOYHOTro pediie-
Kca, 3aTpyJHEeHUE IJIoTaHusl, apedaekcusi, HaclMKyJIsuu B 00-
jactv una. [lupaMumgHble 3HaKW OTCYTCTBOBAIM, Kak W Hapy-
[IEHUST YyBCTBUTELHOCTU W TIPU3HAKU TIOPaKEHUsT TOJIOBHOTO
Mosra. 3aboyieBaHME TPOTPECCUPOBATIO OYEHb MEIJIEHHO, He
BJTMSISI HA OXKUIAEMYIO MTPOAOKUTETbHOCTD XKU3HU. JleeKTHBIH
reH oOHapyXeH Ha JUIMHHOM Iljieye X-XpOMOCOMbI B 30HE reHa
AHJIPOTeHHbIX pelenTopoB. OCOOEHHOCThIO MOpaXeHusl OyJib-
GapHBIX MBI SIBUTUCH UX UTUTebHAsT (PYHKIIMOHATBHAS CO-
XpaHHOCTb, HECMOTPSI Ha HAJIMYUE BHIPAKEHHBIX aTPOui.

Eme y 1 6onbHOTO (47 J16T) AMATHOCTUPOBAHA MOHOMUEAU -
ueckas moluievHas ampogus — peakast popma, mpu KOTOpoi Ha-
Os110aeTCs MOpaKeHNWe TOJIbKO OIHONM KOHEYHOCTHU. 3aboJieBa-
HUST BO3HUKJIO B 40 JIET U MMEJIO MeIIJICHHO Mporpeccupyloliiiee
TedeHre. HaGmomanuchk aTpouu MPOKCUMATBHBIX U JUCTATb-
HBIX OTJIEJIOB TIPaBOi pyKu, apedaeKcusi, KOHTPAKTyphlI CycTa-
BOB, IPYTUX HAPYLIEHUI CO CTOPOHBI HEPBHOU CUCTEMBI HE BbI-
SIBJIEHO.

JlaHHbIE UMMYHO(EPMEHTHOTIO aHaIu3a CBUACTEIbCTBY-
10T 0 TOM, uTo KoHIeHTpauu PPI'M, ®PH u LIHT® B chiBo-
poTke KpoBH y 0071bHBIX CMA cTaTUCTUYECKM 3HAYUMO BBIIIIE,
YyeM Y 310pOBbIX (Tad. 1).

st nanpHeliero udydeHus 6onbHeie CMA ObLIH pasie-
JIGHBbI Ha JIB€ BO3paCTHbIC Ipynmbl — Miaae 18 jget (n=21) u
crapiie 18 nger (n=14). KoHueHTpalus HeHpoTpohUHOB, pe-
3yJIbTaThl OLIEHKU JOCTOBEPHOCTU pa3iWyMii IToKa3aTesei B 3a-
BUCUMOCTH OT BO3pacTHOM rpymibl y 60ibHbIX CMA U B rpyrie
KOHTPOJISI, a TAKKe Pe3ybTaThl OIIEHKHN TOCTOBEPHOCTH pa3iiv-
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Puc. 3. Konyenmpayus @PH 6 coieopomie kposu y 604bHbIX
CMA 6 6o3pacmubix epynnax do 18 anem (1) u cmapue 18 sem (2)

YUl KOHIIEHTpAIlMi HeWpOoTPO(GUHOB B OIMHAKOBBIX BO3pac-
THBIX TPYIIaXx B 3aBUCUMOCTH OT HAJMYUS JIMOO OTCYTCTBUS
CMA npuBeneHbI B Ta0I. 2.

Brio BeIsiBICHO, uTO ypoBeHb ®PH 1 ®PI'M cratuctu-
yecku 3Hauumo (p<0,05) Bhillle y malMeHTOB Miandiie 18 jer,
yeM y nmaluueHToB cTapiie 18 jet (puc. 3, 4).

Taxexke ObUIO YCTAHOBJIEHO, YTO B KOHTPOJIBHOU rpyrime
ypoBeHb @PI'M y nuir mo 18 jer cTaTMCTUYeCcKW 3HAYMMO
(p<0,05) BoIIIe, yeM y nuIl ctapiie 18 jer (puc. 5).

CornocrapineHue koHueHTpauuiit ®PH y 310poBbIX (KOHT-
posibHas rpynmna) u 6ojapHbIX CMA mokaszano, 4To B rpyriie
0oabHbIx CMA mutaaiie 18 jieT uMeeT MecTo CTaTUCTUYECKU
sHauumoe (p<0,001) moBwImeHHe KoHIeHTpauuu OPH
(36801936 nr/mi1) B CpaBHEHUM C KOHTPOJBHOM TpYIIOii
(625+444 nr/mia) toro ke BospacTa. [ KOHLIEHTpaLUU
®PI'M BbISIBIIEHA Ta XK€ 3aKOHOMEPHOCTbD.

I1pu cpaBHEHUM KOHIEHTpPALMU HEUPOTPODUHOB B BO3-
pacTtHOI rpyrne crapiie 18 JeT ycTaHOBJIGHO, YTO Y OOJIbHBIX
CMA xonueHtpauusg ®PH n LTHT® craTucTUyecKy 3HaAYMMO
(p<0,001) mpeBbIIasia TaKOBYIO B KOHTPOJLHOU TpYIITe:
11961448 nporus 668+385 nir/ma s ®PH u 28,1+12,5 npo-
tuB 15,7£6,4 rir/m st LITHTD.

AHann3 HeBPOJIOTMYECKUX CUMITOMOB MO3BOJIMJ BbIlE-
JIUTh ob1Ire auarHoctuyeckue kputepun CMA B Buje pa3Bu-
TUSI CAMMETPUYIHBIX BSITBIX TIAPE30B KOHEYHOCTEH ¢ IpenuMyIe-
CTBEHHBIM MOPaKeHUEM TTPOKCUMATBHBIX OTEIOB HOT U MBITIIIT
TyJoBuUIIA. JleHepBallvs MBIIIIEYHBIX BOJIOKOH y 601bHBIX CMA
MOATBEPKAEHA TP 3eKTpoMuorpacduu: perucTpupoBaiach
CMOHTaHHas aKTUBHOCTb B BUJe GUOPUIUISLIMI, pUTMA «4aCTO-
KOJIa», CHHXPOHM3UPOBAHHBIX ITOTCHIINAIOB, YTO CBUIETEIBCT-
BOBaJI0 O CHCTEMHOM TIpollecce Ha YPOBHE MOTOHEUpPOHOB
cHHOTO MO3ra. OTHAKO, HECMOTPST Ha CXOXECTh Psijia KITMHU-
YeCKUX CUMIITOMOB, OTMeUasICs TOJUMOphU3M HOPMYITbI 1BU-
raTeJbHbIX HapyILlIeHU, BpeMeHHU Ae010Ta 3a00eBaHusI, XapaK-
Tepa ero MporpeccCupoBaHusl U MporHo3a. B kinHuyeckom mo-
JuMopdusMe pacrpeeseHUs Tape3oB ONpeaeJeHHYIO POJib UT-
paeT coMaTOTOTUYeCKasi OpraHu3aIrs arb(a-MOTOHEPOHOB B
TPYTIIHI (Spa) 10 JTOKAIU3aIuu (KUCTh — MPENIieube — TUIeU0)
u pyHkiuu (crubarenu — pasrudartenn). YCTaHOBICHO TakKe,
YTO MPOKCUMaIbHbIe (hOPMbI 3a00JIeBaHUsI MMEIOT OoJiee paH-
HUI 1e010T 1 00oJiee TSKeI0e, Tporpeccupyloliiee TeYeHue, XOTs
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Puc. 5. Konuyenmpauus @PI'M 6 coisopomke kposu y 06caedo-
BAHHBIX KOHMPOAbHOIU 2pYnnbl (300posbie) 6 6o3pacme
do 18 nem (1) u cmapwe 18 sem (2)

TIOJTBITIE OCTAIOTCSI COXPAHHBIMU JIBVDKEHUS B TMUCTATBHBIX OTIIE-
JlaXx KoHeuHocTeil. B 1o e BpeMst nuctanbhbie hopmbl CMA ot-
JYaroTcs 6osee MITKUM TeYeHUEeM U 0oJiee TIO3MHUM HavyaIoM.
Bo3MoxxHO, (PeHOTUITMYECKUI MOJUMOP(PU3M MOXHO OOBSIC-
HUTb reTeporeHHbIM Tojaumopdusmom CMA. M3BecTHO, 4TO
ratojiorndeckue reibl CMA KapTUpoBaHbI Ha KOPOTKOM ITIeue
XpoMOcoMBI 5 B obsactu 5ql2.2-13.3, HO XxapakTep MyTaluii MO-
KT OBITh Pa3TMYHBIM, KaK M1 KOMOWHAIIMSI TTOPAXKEHHBIX JIOKY-
coB (7, 8 ak3oHHI) [8]. YcraHoBNeHO, uTo O0MbHBIE [ICMA I TH-
rma uMmeroT ot 1 no 2 xonuit reHa SMNc, y GOJbIIMHCTBA MalM-
eHToB ¢ [ICMA II tuna ren SMNc npencTaBieH 2—3 KOIUSIMU,
a 6osburas yactb 607bHbIX [ICMA 111 Tumna nmerot ot 3—4 1o
5—6 kommii rena SMNc [9]. OgHako onucaHbl CIydau, KOIia
YUCIIo Komuii reHa SMNc He KOppeTupyeT ¢ TSKEeCThIO TeUeHUST
3a6oneBanus [10]. CymiecTByeT MHEHHE, UTO YBEIWUCHUE YMCIIa
KOMUI APYrMX TEHOB, JeXalluX B 00JacTU IYyTIUKAIUU —
SERFIA(H4FS5), NAIP v GTF2H2, — TakXe MOTYT BJUSATbH Ha
(enotun 6onpHoro IMNCMA [11]. Ho noka3zaHo, 4TO MPUCYTCT-
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BUE MYTallMil B 3TUX T€HaX He KOPPEIUPYET C TSKECTHIO TEUSHMST
TICMA [12]. Pan uccrnenoBartesicii oTMe4YaeT TeHICPHYIO 3aBH-
cumocTb: [ICMA Ttumna | 3HaunTeIbHO Yallle HabIoaaeTCs Y Je-
Bouek [13]. Ipenanonaraiot, yto Hanuuue reHa NAIP sBusieTcst
HEOOXOAMMBIM YCJIIOBUEM JJIsI aKTUBALIMU MTPOTEKTUBHOTO (ak-
Topa, 3aBucsiero ot noJja [14]. K coxaneHuio, penkocTb JaH-
HOU TMaToJIOTUN HE TTO3BOJISIET TTOATBEPIUTH 3TO TIPEATIONOKEe-
Hue Ha 0oJjiee MMPOKOU BbIOOPKE MauueHToB. TakuMm oOpazomM,
TeHeTUYeCKUe MCCIeNOBaHUs MTOKAa3alu, YTO OCHOBHBIM MOJIN-
¢dukaTopom deHoTuna CMA ssisercst reH SMNc, a KpuTude-
CKUM MapamMeTpoM — KojinuecTBo 0ejka SMN, KoTopoe OH MO-
KeT npoayuupoBaTh [15]. OgHako BbICOKasl CTeNeHb Bapua-
0eTbHOCTU Y WHANBUIOB PAa3MEPOB TEHOB U TIOCTIE0BATEIHHO-
cTU UX pacronoxeHus: B peruoHe CMA MoXeT 00BSICHUTD OT-
CYTCTBHE B HACTOSIIIIEE BPeMsI YETKON TeHeTUUECKN-(DEeHOTUTTIN -
YeCcKOM KOppessiLiMK JaHHOTO 3a00jeBaHus. Bo3aMoxHO, cylie-
CTBYET MONMMOPHOU3M KaK OMOXMMUYECKUX, TaK U MOJEKYISIP-
HBIX MEXaHU3MOB, TTPUBOISIINX K (POPMUPOBAHUIO PA3TMUHBIX
dopm CMA. Tak, B HallleM UCCJICAOBAHNH BbISIBJICHA TUTIEPIKC-
npeccust HeiiporpopuHoB (PPH, ®PI'M, LIHT®) B ceiBopoT-
Ke KpoBH y 601bHBIX CMA. Kpome Toro, oTMeueHo, 4To coiep-
xanue ®PH u ®PI'M B ceiBopoTKe KpoBH y 60JbHBIX CMA B
Bo3pacTe 10 18 JeT cTaTUCTUYECKM 3HAYMMO MPEBBIIIAET 3TU
nokazatenu y 6o1bHbIXx CMA ctapie 18 jer. Eciu yuectb, yTo
npokcuManbHbie hopmbl CMA gatiie HabmonatoTes y IeTeil, To
MOXHO TIPEIOJIOXKUTh, YTO CYIIECTBYIOT OMOXUMUIECKUE MO-

IrhUIIpYIoIIe (akTophl, UTPAIOIINE ONPEACICHHYIO POJIb B
(bopMupoBaHUM KIMHUYECKOTO mojumopdusma CMA, omHUM
13 KOTOPHIX siBisieTcs runepakcnpeccuss ®PH u ®PI'M. Bax-
HO OTMETUTh, YTO TUIEPIKCIIPECCUsT HEMPOTPOGUHOB Y OOJIb-
HbIX [ICMA MoxeT ObITh CBSI3aHa C JUTMTEIbHOCTbIO 3a00J1eBa-
HWSI, B pe3yJIbTaTe Yero Ha MpOTSKEHUM MHOTHX JIeT 60JIe3HU
MMPOUCXOIUT TMOEIb 3HAYUTEJIBHON YacTh MOMYJISIIUNA HEHPO-
HOB, a CUHTE3 HeMPOTPpO(PUHOB KIIETKAMU-MUILIEHSIMHU OCTaCT-
Csl 3HAYUTEIbHBIM BCJIEICTBUME AKTMBHO IMPOTEKAIOIIMX IPO-
1leccoB pocTta y aeteit. OqHaKo, KakK Mmokasaay Hallli UCClea0-
BaHUs B objactu naroreHeda CMA B 9KCEpUMEHTE C OpraHo-
TUITMYECKOM KYJBETYPO TKAHU, BBICOKKME KOHLIEHTpALMU HEll-
pOTPOGMHOB OKa3bIBAIOT MHTHOMpYIOIIEe AEWCTBUE Ha POCT
HEPUTOB CEHCOPHBIX raHraues [16]. BeaemctBue sroro ru-
MEePIKCITPECCUIO0 HEMPOTPODUHOB MOXHO paccMaTpUBaTh Kak
(hakTop, cCMOCOOCTBYIOLIMI JadbHEIIIEMY TPOrPECCUPOBAHUIO
U pa3BUTUIO Oosiee TsiKeaoi KiuHudyeckoit ¢opmbl CMA —
CMA I u Il Tuna.

3akmouenne. TakuM 00pa3oM, KIMHWUYECKUM TTOJUMOP-
duzm CMA, 1o HalieMy MHEHHMIO, MOXHO OOBSICHUTH ITOJIM-
MOP(MOU3MOM Pa3IUYHBIX MATOTeHETUYECKUX (DAKTOPOB: TEHETH -
YecKUX, MOp(POoPYyHKIIMOHAIbHBIX, OMOXMMUYECKUX. BriepBbie
OTMeuYeHa poJib TUIIEPIKCIIPECCUM HEMPOTPODUHOB B Pa3BUTUHU
Oosiee Tskenbix KauHuyeckux tunos CMA (ITCMA), uto mo-
KeT OBITh CBSI3aHO KaK ¢ OHTOTCHETUIECKUMU OCOOCHHOCTSIMU
JIETCKOTO BO3pacTa, TaK U C ITUTEIIbHOCTBIO 3a00JICBaHMSI.
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